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Saz[ep)KKn PAHHET0 HEPBHO-IICUXUYECCKOI'0 PA3BUTHUA: NTOAXO0AbI K TUATHOCTHKE

H.H. 3asadenko

FBOY BMO «Poccuiicknini HaumoHanbHbIA UCCNeaoBaTeENbCKUA MeaULMHCKIIA yHBepcuTeT um. H.W. Muporoea», Mockea

Delays in early neuropsychic development: Approaches to diagnosis

N.N. Zavadenko

N.I. Pirogov Russian National Research Medical University, Moscow

[onynsiuoHHAs YaCTOTA 3a/IeP:KEK HEPBHO-IICHMXUYECKOTO PA3BUTHS Y JeTeil PAaHHEro BO3pacTa oueHuBaeTcs npumepHo B 10%,
o01Ieil MHTEJTIEKTYaIbHON HeJO0CTATOYHOCTH (YMCTBEHHO# oTcTandocT) — B 1—3%. 3anepxkka pa3BuTHsi onpenessiercs Kak cy-
LIeCTBEHHOE OTCTABAHME MO CPABHEHUIO C HOPMATHBHBIMH NMOKA3aTeJsIMU B JTI000i M3 OCHOBHBIX chep: ABUraTeIbHONH, KOMMYHH-
KATHBHOW, KOTHUTUBHOM, aaNTHBHO-NIOBEIEHYECKOil, COIMAIbHO-3MOIMOHAIbHOK. O0mas (I100abHAas) 3a1epKKA Pa3BUTHS Xa-
PaKkTepu3yeTcs 3HAYUTEIbHbIM OTCTABAHMEM MO JBYM UM 0oJee cepam. IIpuvenenne coBpeMeHHBbIX JUATHOCTUYECKUX METO/IOB,
B yacTHOCTH WKan beiim wim [puddurc, nossonser 1aBath 00beKTHBHYIO KOJHYECTBEHHYIO OLEHKY KaK 00LIEro pa3BuTHs peden-
Ka, TaK M nokasareJeii o otaeabHbIx cdepam. Ha atane npeasaputebHOro oociieioBanus uejecoo0pasHo nposoauts /lenBep-
CKMii CKDUHUHTOBBIil TECT YPOBHSI Pa3BUTHS, KOTOPBIi MOKET HCNO/Ib30BATHCS HEMOCPEICTBEHHO B Ka0uHeTe Bpaya. [IpmunHamu
001meii 3a1epKKH Pa3BUTHSI/MHTE/UIEKTYAIbHOI HEJOCTATOYHOCTH Y JeTeil MOryT ObITh: nepuHaTaibHas natojorus LIIHC; nopoku
Pa3BUTHS MO3ra; BHYTPUYTPOOHbIe MH(EKINH; BHYTPUYTPOOHbIE HHTOKCUKAIIMM; TICUXOHEBPOJIOTHYECKHE 3200/1eBaHUsl C PAHHUM
Havayiom (Heiipounexuuu, Tpasvmsl [IHC, anunencun, paccTpoiicTBa ayTHCTUYECKOTO CIIEKTPA U IP.); BPOXKIEHHbI THIIOTHPEO3;
reneTuyeckue 3a6ojeanus. Cpeau Bcex reHeTHYECKUX MPUYMH 0OILEl 3a1ePKKH PA3BUTHS/MHTEIEKTYAJIbHOI HE0CTATOYHOCTH
25—-30% cocTaBisioT XpoMocoMHble anomMauu, 10% — MoHoreHHbIe (0J1e3HU (00J1e3HH 00MEHA BENECTB, HEPOIKTOIEPMAIILHbIE
CHHIPOMBI, 3200/1eBaHUs C PEeMMYILEeCTBEHHbIM MOPAKEHHEM CEPOro Wi 0esioro BelecTBa roJoBHOro Mo3ra). Paccmarpusaiorest
JIMarHOCTHYECKHE BO3MOKHOCTH COBPEMEHHBIX FeHeTHYECKUX METO/I0B.

Karouesvte caoea: demu, 3a0epicku panHeeo HePEHO-NCUXUHECK020 pa3gumusl, 00uas UHMeANeKMYalbHAsl HeOOCMamo4HOCMb, Jua-
2HO3, NUAENCUSL, PACCMPOIICIMEA AYMUCMUYECK020 CHeKMPA, HACAeOCMEeHHble 3a001e6aHUA.

The population frequency of neuropsychic developmental delays in infants is estimated at nearly 10%; that of global intellectual dis-
ability (mental retardation) is at 1-3%. Delayed development is defined as a substantial retardation as compared to the standard
indicators in any of the basic spheres: motor, communicative, cognitive, adaptive-behavioral, and socioemotional ones. Global de-
velopmental delay is characterized by a significant lag in two or more spheres. The use of current diagnostic techniques, such as the
Bayley or Griffiths scales, can provide an objective quantitative assessment of both an infant’s overall development and indicators
in individual spheres. At the preliminary examination stage, it is expedient to carry out a Denver developmental screening test that
may be directly used in a doctor’s consulting room. The causes of global developmental delay/intellectual disability in infants may be
perinatal central nervous system (CNS) lesions; brain malformations; intrauterine infections; intrauterine intoxications; early-onset
psychoneurological diseases (neuroinfections, CNS injuries, epilepsies, autism spectrum disorders, etc.); congenital hypothyroidism;
genetic diseases. Among all genetic causes of global developmental delay/intellectual disability, there are chromosomal anomalies
(25-30%), monogenic diseases (metabolic diseases, neuroectodermal syndromes, diseases with predominant grey and white matter
involvement). The diagnostic possibilities of current genetic methods are considered.

Key words: infants; delays in early neuropsychic development; global intellectual disability; diagnosis; epilepsy; autism spectrum disor-
ders; hereditary diseases.

(GopMHUpoOBaHUE MOTOPHBIX HaBBIKOB, KOOPIWMHAILIUM pa-

OOTHI Pa3HbIX T'PYIIIT MBbIIIIII, MBIILLIEYHO CHJIbI, BBIHOC-

€T PAHHETO BO3pacCTa C HAPYIICHUAMU pa3BUTUSA CO-
CTaBJIAIOT 3HAYUTECIbHYIO YaCThb IMallMCHTOB II€anuaTpa

U JeTCKOro HespoJora. [TomynsiiimoHHast yactora 3aiep-
K€K HEPBHO-TICUXWYECKOTO PAa3BUTHSI Yy AETeil paHHero
Bo3pacTta olleHuBaeTcs npumepHo B 10% [1, 2]. B 60i1b-
IIMHCTBE CJIy4aeB — 3TO JIETKUE U CPETHETSIKETbIe (POPMBI.

3anepxkKa pa3BUTHUSI OMpPeENesieTcsl Kak CYIIeCTBEeH-
HO€ OTCTaBaHME MO CPAaBHEHUIO C HOPMATUBHBIMU MOKa-
3aTeJISIMU B JIIO0OI M3 OCHOBHBIX chep: IBUTATEbHOM,
KOMMYHMKATUBHOM, KOTHUTHMBHOMW, amalTUBHO-TIOBE-
NIEHYECKOU, ColMaabHO-3MOIMOHaNbHOW. [lpn 3TOM
nBurarejibHoe ((usmyeckoe) pa3BUTHE TOIpa3yMeBaeT

© H.H. 3aBapeHko, 2015
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JIMBOCTU, TMOKOCTH, BBITIOJIHEHUST TTOCIEI0BATEIbHOCTH
nBukeHuit. KoMMyHUKaTUBHOE pa3BUTHUE — CTaHOBJIE-
HUE 9KCITPECCUBHBIX U PELIETTTUBHBIX HABBIKOB OOIIIEHNS,
BKJIIOUasi YCTHYIO M TIMCbMEHHYIO pedb, SI3bIK KECTOB.
KornutuBHoe (To3HaBateslbHOE) pa3BuTHe — (opMuU-
pOBaHUE BBICIIUX TMCUXMYECKUX (DYHKIINI, MHTEIeK-
TyaJIbHBIX CMOCOOHOCTEHl M HaBBIKOB, HEOOXOMMMBIX
JIJISL YCTICIITHOTO OOYYeHUsI, a TaKXKe YMEHUSI B HYXHbIE
MOMEHTBI TTPUMEHSITh YCBOCHHYIO0 MH(MOPMAIIMIO U TTPU-
HuMaTh peutieHus. ColuMalbHO-3MOIIMOHAJIBHOE pas-
BUTHE BKJIIOUaeT OOIIEHME W B3aMMOJEUCTBUE C OKPY-
KaIIMMU, yMeHue (opMupoBaTh W TIOAJNEPXKUBATh
B3aMMOOTHOIIIEHUsI C JPYTMMM JIIOJbMU, TTOHUMaHUe
COLIMAJILHOTO M 3MOLIMOHAJIBHOTO 3HAYeHUST MeXITNY-
HOCTHBIX KOHTaKTOB, YMEHUE BECTU Ce0s1 B pa3IMUHbBIX
COLIMAJIbHBIX CUTYaIIMSIX. ATaNTUBHOE TTOBEACHUE — CTIO-
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3asadenko H.H. 3aﬂ6p)KKI/I PAHHETO HEPBHO-TICUXUYECKOTO PA3BUTUS: ITOAXOIbI K TMAarHOCTUKE

COOHOCTD TIPUCTIOCA0IMBATHCS K OKPYXKAIOIIUM YCTIOBU-
SIM ¥ TIPOSIBJISITH TIPU 3TOM CaMOCTOSITeJIbHOCTh, BKJTIOUasT
camooOcaykrBaHUe (TpUeM IUIIWA, OIeBaHWE W [p.),
BBITIOJTHEHHE JIe)T U 3aJaHUi1, TpUMEeHEHNEe TEXHUIECKUX
YCTPOMCTB; 3a00TUTHCS O CeOe 1 OKPYXKAIOIIMX.

IpuMeHeHWe COBpPEMEHHBIX JMATHOCTUYECKUX Me-
TOmoB, B yacTHocTu mkan beiinu [3] wim Ipuddurc
[4, 5], mo3BoJIsIET 1aBaTh OOBEKTUBHYIO KOJIMUECTBEHHYIO
OLIEHKY KaK 00111er0o pa3BUTHUs peOeHKa, TaK U IoKas3aTe-
JIeit 1o OTAeNbHBIX chepaM (B BUIE OLIEHOK 1O 1ITKaaMm).
Mxaner beitnu (3-s1 Bepcust) pa3paboTaHbl s AeTeit
B Bo3pacte 1—42 mec, ABa BapuaHTa MeToauku I[pud-
durc — nns merei mepBbIX 2 JeT Xku3HU [4] u 2—8 ner
[5]. Ha srame mpemBapuTeILHOTO OOCIEHOBAHUS IIEje-
€c000pa3HO MPOBOAUTH JIeHBEPCKUIT CKDUHUHTOBBIN TeCT
ypoBHs pa3Butus (Denver Developmental Screening Test,
DDST), xoropslit cuutaercss tHGOPMaTUBHBIM U HAIEXK-
HBIM METOJIOM OLIEHKH Pa3BUTHSI, MOXET UCTIOIb30BaThCSI
HEIOCPEACTBEHHO B KabuHeTe Bpaua [6, 7]. OH obecmne-
YMBaeT OBICTPYIO OILIEHKY YETBIPEX aCIeKTOB pPa3BUTHS
y meTeit ¢ 1-To roga XU3HU 10 6 JIeT: NIBUTATEIbHBIX Ha-
BBIKOB (KPYITHBIE JIOKOMOIIMM), PeUr, METKOU MOTOPUKHU
U TIpakcuca, JIMYHOCTHO-COLUMAIbHOTO (HABBIKOB 00-
1eHust U caMoobciyxuBaHus). Ha crierimanbHoil Kaprte
IS KaXIIOro HaBblKa 0003HAaY€H BO3PAacTHOW MHTepBall,
Koraa ero ocsauBaroT 25, 50, 75 u 90% nereii. JJomoaHu-
TeJbHbIE JAHHBIE MOTYT OBITh TOJYYEHBI MPU HMCIIOJb-
30BaHUU JIPYTUX TICUXOMETPUYECKUX TecToB, HO DDST
B COYETaHWM C HEBPOJOTUYECKUM OCMOTPOM HaeT He-
obxonumyl MHMOpMaLKIO Mepel TeM, KakK MPOBOIUTH
JajibHEHIIINe TMarHOCTUUECKUE UCCIeIOBAHMUSI.

CreayeT OTMETHThb, 4YTO HapyUIEHWS Pa3BUTHS
10 KaXXIOi U3 OCHOBHBIX C(Dep MOTYT TOMUHUPOBATH YKe
Ha paHHUX KJIMHUYECKMX CTaJMusIX Pa3IWYHBIX 3a0o0Je-
BaHUIA, YTO HEOOXOAMMO YUMTHIBATD C LIEJbIO MX PaHHEH
JMUarHOCTUKU. Tak, TIpU IETCKUX IepeOpabHbIX TTapaii-
yax ([LLIT) B mepByo ouepeab CTpagaeT IBUTATEebHOE
pa3BUTHE, MPU WMHTE/UIEKTYaJIbHONW HEIOCTaTOUHOCTHU
(YMCTBEHHOU OTCTaJOCTH) — KOTHUTUBHOE, nuchazuu
(ananun) — KOMMYHUKAaTUBHOE, PaCCTPOMCTBAX ayTUCTH-
YeCKOro CIeKTpa — COILIMajJbHO-3MOIMOHAIbHOE, pac-
CTpoiiCcTBaX OOyYeHUsT U CUHApOME e(pUIITa BHUMAHMSI
¢ runiepaktuBHOCTHIO (CIIBI') — KOrHUTUBHOE.

OnHako y neTeil ¢ pasiuYHbIMM (hOpMaMu TICHUXO-
HEBPOJIOTMYECKUX HAPYIICHUH HEepeaKO OTMEeYaeTCsl OT-

CcTaBaHHWE B Pa3BUTUU 110 HECKOJBKUM cdepam, 4TO MO-
JKeT OBITh OOYCIOBJIEHO, C OTHON CTOPOHBI, CTEMEHBIO
un obmurpHocThio nopaxeHusi LIHC (B pesynbrate yero
npu JLTT, HampuMep, MOXeT 3HAUUTEIbHO HapyIIaThCsI
pa3BUTHE KOTHUTUBHBIX (DYHKIINI U pevn), a ¢ APYyroi —
B3aMMOCBSI3bI0 (DOPMUPOBAHMS pa3HBIX chep WHIUBU-
JIyaJTbHOTO pa3BUTHsI. B KadecTBe MpumMepa TpUBEAEM
coOCTBeHHbIe JaHHble obOcienoBaHus 120 malMeHTOB
(89 manbuukoB 1 31 neBoUkM) B Bo3pacrte oT 3 10 4,5 net
¢ nucdasueit pa3Butus (ananueit) [§] ¢ moMolbo METO-
nuku DP-3 (Developmental Profile 3) [9].

HNuchasus pa3BuThs (ajanus) OTHOCUTCS K TsKe-
JIBIM PacCTPOMCTBAM peuu y IeTeil U paccMaTpUBaeTCst
KaK ee CHCTeMHOe HeIOpa3BUTHE B pe3ysibTaTe Iopa-
JK€HUsI KOPKOBBIX PEUYEBBIX 30H B TOPEUYEBOM TEpUOJIE.
xansr DP-3 [9] npeaHazHayeHbI 151 OLIEHKU 0COOEH-
HOCTel pa3BuUTHUsI pebeHKa 1o msaTu chepam: 1) nBura-
TeJbHbIE HaBbIKW; 2) amalnTUBHOE TOBeAeHUE; 3) CO-
LMaJIbHO-3MOLIMOHaNIbHAsl cdepa; 4) IMo3HaBaTelbHas
cdhepa; 5) peuyb U KOMMYHMKATUBHBIE CITOCOOHOCTH.
TTpuMeHsimach opma Ijis CTPYKTYPUPOBAHHOTO OIPO-
ca, TPOBOIUMOTO CTIELIMATTMCTOM C POAUTENISIMA. Y Je-
Telt ¢ nucdasneii oOHapyKeHO OTCTaBaHUE OT HOPMaJTb-
HBIX TIOKa3aTejield He TOJBbKO B Pa3BUTUM PEeUM, HO U
B (hOPMUPOBAHUH IBUTATETLHBIX HABBIKOB, aalTUBHO-
ro MOBENEHUSsI, COLMATbHO-IMOLIMOHAIBLHONW U MO3HA-
BaTeJbHOU cdep. B Tabn. 1 mpencraBieHbl pe3yabTaThl
o0ciienoBaHs, TTOKa3bIBaloIIMe, Ha KaKOi BO3pacTHOM
WHTEpBaJ UMEJIOCh OTCTaBaHWE OT HOPMAaJIbHBIX TTOKa-
3aTesieil B Tpex Tpymmax aeTeil ¢ aucdasueii pa3BUTHS,
pasnesieHHbIX 110 Bo3pacTty: 1-g — ot 3 et 0 Mec 10 3 jet
5 Mmec; 2-s9 — ot 3 et 6 mec g0 3 et 11 mec; 3-g9 — ot 4
set 0 mec o 4 et 5 Mec.

3aKOHOMEPHBIM TIPEACTABISIETCS TO, 4YTO Hambo-
Jiee 3HAYUTEIbHBIM OBbLIO OTCTaBaHWE B (DOPMUPOBAHUU
peuyd M KOMMYHMKATUBHBIX CITOCOOHOCTEH, HO, KpoMe
TOTO, CTEMeHb MAHHOTO OTCTaBaHWS YBEJIMYMBAIACh —
or 17,3+0,4 mec B 1-it rpynne go 21,2+0,8 mec Bo 2-ii
u 27,3+0,5 mec B 3-i1 rpynne. Hapsiny ¢ yBennueHueM Bbl-
PaXKeHHOCTH OTJIWYUIA OT 3JI0POBBIX CBEPCTHUKOB B peye-
BOM pa3BUTHUM, OTCTaBaHWE BO BCEX OCTAJIbHBIX cdepax
He TOJIbKO COXPaHSIJIOCh, HO M CTAHOBUJIOCH OoJTee 3HAYM -
TEJBHBIM C KaXXIbIM TTOJYTOIOBBIM BO3PACTHBIM TTEPUO-
oM (cM. Tabi. 1). DTO CBUIETENBCTBYET, C OMHOI CTOPO-
HBI, 0 3HAYUTEJTLHOM BIMSIHUU PeYM Ha JIpyrue chepsl

Tabauya 1. OTcraBaHue MoKa3areJieil pa3BuTus (B Mec, M+m) B TpeX BO3PACTHBIX IPynmnax aeteii ¢ muchasueit

ColuajibHO- Peub
JlBUraTeabHbIe AnantuBHoOe TTo3HaBa-
Tpyrima marmeHToB (BO3pacT) OMOIMOHAIb- 1 KOMMYHM-
HaBBIKU MoBeieHne TeJbHas cepa
Has cdepa Kalust
Or 3 et 0 Mec o 3 neT 5 mec (n=73) 6,7+0,3 3,3+0,3 4,9+0,3 6,9+0,3 17,3+£0,4
JeTH ¢ AChasuEH OT 3 18T 6 MEC 1o 12,240,5* 8,2:40,4* 10,440,6* 11,80,5* 21,2+0,8*
3 et 11 mec (n=25)
AT € TSRS O 4 M 1 5e 10 17,240,4* 13,640,5* 14,9+0,5* 18,0+0,4* 27,3+0,5*

4 et 5 mec (n=22)

Ilpumeuanue. * — JIOCTOBEPHOCTb PAa3IMUMIA C MpenbIayLIeil Bo3pacTHOI rpymmoii: p<0,001.
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pa3BuUTHS pebeHKa, a ¢ IPYroil — o TECHOW B3aMMOCBSI-
3 M HEPa3pBIBHOCTU Pa3IUYHBIX ACITEKTOB WHAWBUIY-
aJbHOTO pa3BuTHs. [109TOMY BakHOe 3Haue€HHE MMEIOT
paHHSISI TUarHOCTHKA OTCTaBaHUsI B pa3BUTUU PEeUU Y Jie-
Tel W Toc/ieAyolasi MHOTOHAIpaBIeHHAsT KOPPEKIUs
MMETOIINXCST HapyIIeHMUIA.

ITockombKy TOHATHE «3afepsKKa Pa3BUTHUST» O3HAYAET,
4YTO y pebeHKa HabIogaeTcss OTCTaBaHUE OT BO3PACTHBIX
HOPMAaTUBOB, TO B HEKOTOPBIX CIyJasiX JaHHBIM TEPMUH
TaKKe MCTOJIb3YeTCsT TT0 OTHOIIEHUIO K MallieHTaM ¢ 00-
el MHTEJIEKTYaTbHOM HEeIO0CTATOYHOCThIO (YMCTBEH-
HOIM oTcTanocThio). Ee pacrnpocTpaHeHHOCTh Cpenu Jie-
Teil 1 MoaApPOCTKOB coctapiseT 1-3% [1, 10, 11].

ITo oTHOIIEHMIO K TPYTITIe MAIMEHTOB paHHETO BO3-
pacTta (10 JTOCTUXEHUs 6 JeT) B MEeXIyHApOTHOW JIM-
TepaType M B JIMarHOCTUYECKOM U CTATUCTUYECKOM
PYKOBOJCTBE MO TICUXUYECKUM paccTpoiicTBaM AMepu-
KaHCKOW TICUXMATPUYECKON accoumaluu, u3gaHuu V
(DSM-V) [12], npuMeHsIeTCsI TEpPMUH «00I11ast 3a1epK-
ka pazButusi» (global developmental delay). O6mas 3a-
JiepXKKa pa3BUTHST XapaKTepU3yeTcsl 3HAUMTEIbHBIM OT-
cTaBaHMEM I10 IBYM Wiu Oojee chepam. Y 3Tux aeteit
OTMEYalOTCsS HapyLIeHUsT 3pEHMSI, ClIyXa, PedH, MOTO-
PUKH, JIOTMYECKOTO MBIIUICHUS, COIUATbHO-3MOIINO0-
HaJIbHOTO M aJIalTUBHOTO TToBeAeHMsI. Korma maiyeHTsl
CTAHOBSITCS CTapllie, MHOTUM W3 HUX YCTaHABIMBACTCS
JIWarHO3 OOIIell WHTEeUIEKTYaTbHOM HeI0CTaTOYHO-
ctu (ymcTBeHHOM oTctanoctu) [10, 11]. B Tex ciyyasx,
KOTha 3aJiepKKa pa3BUTUs OTMEYaeTCsT JIMIITb B OTHOMU
cdhepe, TMarHo3 oOIIeH 3aAePKKY pa3BUTHS HEe CTaBUT-
cs1. Takum oOpa3oM, 3Ta ¢OpMyIMpPOBKa TpeaBapsieT
JIMaTHO3 YMCTBEHHOM OTCTAJIOCTH Y TTALIMEHTOB PAaHHETO
Bo3pacTa (10 5 JieT BKJIIOUUTEIbHO), ¥ KOTOPBIX MOXET
OBITH 3aTpyIHEHA TOYHAS OIICHKA OOIIEro MHTEJIICKTY-
anpbHOro nmokazatens (1Q).

ITo MKB-10 [13] B 3aBUCMMOCTU OT 3HaYeHUI 00-
1Iero MHTeJIeKTyaabHoro rnmokasatens (1Q), yarie Bcero
orpenensieMoro no Meroxay /. Bekcnepa [14], pazrpaHu-
YUBaeTCs HECKOIBKO YPOBHEN YMCTBEHHOI OTCTAIOCTH:

F70 — nerkas: 1Q=69—50;

F71 — ymepennast: 1Q=49-35;

F72 — rsxenas: 1Q=34-20;

F73 — rny6oxkast: IQ=nuxe 20.

OTeuecTBEHHBIMU CTEIUATUCTAMM IITUPOKO TpUME-
HSETCI TEPMUH «3alepXKa TICUXUYECKOTO pPa3BUTHS»,
BBeaeHHBIN B 1960-¢ ronbl I E.CyxapeBoii 1151 0603Haue-
HUS TTOTPAaHUYHBIX HAapyIIeHU MHTEJUIEKTYaTbHOTO pa3-
BuTH [ 15]. 3amepkKa NCUXMIECKOTO pa3BUTHSI — BapUaHT
TICUXUYECKOTO JM30HTOTeHEe3a, K KOTOPOMY OTHOCSITCSI
pa3IUYHbIe IO 3TUOJOTUU, TATOTeHE3y, KIMHUYIECKUM
MPOSIBJICHUSIM M OCOOEHHOCTSIM ITMHAMUKU COCTOSTHUST
JIETKOM MHTEJIEKTYaTbHOM HETOCTATOYHOCTH, 3aHUMal0-
IIe TTPOMEXYTOUHOE TTOJIOKEHNE MEXIY WHTEJUIEKTY-
aJTbHOI HOPMOI Y YMCTBEHHOI OTCTAJIOCThIO M UMEIOIINe
TEHACHIWIO K TIOJOXUTEIBHOM JAWHAMUKE TIPU XOPO-
III0 OpPraHM30BaHHOW peadMIUTAIIMOHHON padote [15].
M.III. Bpono [16] BeImenUa cleayrolie KIMHUYECKUE

MNEPELOBAS

MPU3HAKU, XapaKTepHbIe JIJIsT BceX (DOPM 3aJePKKU TICHU-

XMYECKOTo pa3BUTHs: 1) 3aras3iabiBaHUe pa3BUTHUSI OCHOB-

HBIX TICUXOU3NYECKUX (PYHKIIMI (MOTOPUKU, pedyu, CO-

LIMAJIbHOTO MOBENEHUs); 2) IMOLIMOHAIbHASI HE3PEJIOCTh;

3) HEpaBHOMEPHOCTb Pa3BUTUSI OTACJIBHBIX TICUXUYECKUX

¢yHK1Mit; 4) GYHKIMOHAIBHBINA, 00paTUMBIN XapakTep

HapyweHuii. Haubosnee mosHas KJiMHMYEcKast KJIaccu-

dukaius ¢hopM 3aaepPKKHA IICUXUUECKOTO Pa3BUTHS OblIa

npemnoxkeHa B.B. KoBanesbim [17]:

1. JIuzoHToreHeTM4YeCKMEe (HOPMbI 3aMEPXKKU TCUXU-
YeCKOro pa3BUTHUSI:

*  TIpU NICUXUYECKOM UH(paHTUIU3ZME;

* TIpA OTCTAaBaHWUM B Pa3BUTUU OTIEIbHBIX KOMITOHEH-
TOB TICUXUUYECKOW JESTEIbHOCTU: 3a/epKKax pa3Bu-
TUSI peuyd, OTCTaBaHUU Pa3BUTHUS TICUXOMOTOPUKMU,
IIKOJIbHBIX HaBBIKOB.

2. DHuedanonatTuyeckue Gopmbl 3anepKKUA TICUXU-
YeCKOro pa3BUTHUSI:

* 1epedpacTeHuYecKre CHUHIPOMbBbI C 3ara3iblBAHUEM
Pa3BUTHS IIKOJTHHBIX HABBIKOB;

*  TICMXOOPTaHMYECKUE CUHAPOMbBI C HAPYIIIEHUEM BbIC-
IIUX TICUXUYECKUX DYHKIINIA;

* TIOrpaHWYHAsl WHTEJUIEKTyaJllbHask HEIOCTaTOUHOCTb
npu JULITT;

*  WHTeJJIEKTyaJbHasl HeJJOCTaTOYHOCTh IPU aJlaTuu.

3. 3amepXka TMCHUXUYECKOTO Pa3BUTUSI BTOPUYHOTO
XapakTepa Ipy CEHCOPHBIX JedeKTax:

* MpY BPOXIECHHOI WM paHO MPUOOPETEHHOU MIIyXOTe
U TYTOYXOCTH;

* TIpH CJIETIOTE, BOZHUKIIIEH B paHHEM JIETCTBE.
3anepKKa MCUXUIeCKOTO Pa3BUTHSI, CBSI3aHHasl C paH-

Hell coumanbHOoli AenpuBalven (1edeKkraMmu BOCIUTaHusI

u gedumTom nHGOpPMaIMK ¢ pAHHETO IETCTBA — «Ile/Ia-

TOTUYECKOM 3aIyIIeHHOCThIO» ).

B.B. KoBaneB [17] orMeuasn, 4To COCTOSIHUSI, OTHO-
CUMBbIE K 3a/IepKKe TICUXUUECKOTO Pa3BUTHSI, SIBJISTFOTCS
COCTaBHOM 4acThio OoJjiee HMIMPOKOTO TIOHSITUSI «ITOTpa-
HUYHasl MHTEJIJIEKTYaIbHasi HEJOCTaTOYHOCTh».

B oTHomeHuM 3amepKKW paHHEro pa3BUTHUS U 3a-
NeP>KKW TICUXWYECKOTO Pa3BUTHUS TIPEACTABISIETCS] Hau-
6oJiee TIPaBOMEPHBIM, KakK IIJIsT CIyJaeB «00IIei 3amepsk-
K1 pa3BuTusi» no DSM-V [12], ucrnonb3oBarh yKazaHHbIE
TePMUHbI U IMarHOCTUYECKHE (DOPMYJIMPOBKY MPUMEHU -
TeJbHO K TallMeHTaM paHHETO U JOIIKOJIBHOTO BO3pacTa.
B nanbHeiiiieM Ha OCHOBaHMM PE3yJIbTATOB OOC/IEN0BA-
HUsI, BKJIOYasl OLIEHKY MoKasareseil pa3BUTHsI pedeHKa
C TIOMOIIbIO COBPEMEHHBIX MH(MOPMATUBHBIX METOIOB,
NIMarHO3 JOJKEeH OBITh yTOuHeH. [lpu oTrcyTcTBUM Tipu-
3HAKOB OOIllel MHTE/UIEKTYaIbHON HEI0CTaTOUHOCTU
OOBIYHO JMATHOCTUPYETCS OMUH WJIM COYeTaHWE M3 He-
CKOJIBKUX BapUaHTOB «MWHUMAaJbHBIX MO3TOBBIX IHC-
¢ynkuuit». B yactHoctu, B paszmene F8 «Hapymenwus
ncuxonorndyeckoro pasputusi» MKb-10 [13] mpencras-
nenbl pyopuku F80 — paccTpoiicTBa pasBUTHSI peuH,
F81 — paccrpoiicTBa pa3BUTHUSI IIKOJBHBIX HABBIKOB,
F82 — paccrpoiicTBa pa3BuTHS IBUTaTeIbHBIX (DYHKIIMI
(nucnpakcust paszputusi). Pasnen F9 «IloBeneHueckue
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3asadenko H.H. 3aﬂ6p)KKI/I PAHHETO HEPBHO-TICUXUYECKOTO PA3BUTUS: ITOAXOIbI K TMAarHOCTUKE

U BMOIIMOHAJIbHBIE PAacCTPONCTBA JIETCKOTO M MOAPOCT-
KOBOTO BO3pacTa» cofepXuT pyopuky F90 — runepkune-
TUYECKUE PacCTpoiicTBa (MJIM CUHAPOM AedulIMTa BHU-
MaHus 1 tuiiepaktuBHocT — CBI).

V psima meteit ¢ 3agepKKO paHHETO Pa3BUTHSI B pe-
3yJbTaTe AWHAMUYECKOTO HAOJIOJACHUST YCTaHaBIU-
BaeTCsl JMarHo3 OJHOTO M3 BapUaHTOB PaCCTPOMCTB
ayTUCTUUYECKOTO CITeKTpa, KOTOpbIE TPEACTaBISIOT CO-
001 TPYIITy KOMIUIEKCHBIX HApYIIEHWI MCUXUYECKOTO
pa3BUTUSI, XapaKTEPU3YIOIIUXCS OTCYTCTBUEM CITOCO0-
HOCTM K COULMAJbHOMY B3aWMOAEUCTBUIO, OOIIEHUIO,
CTePEOTUITHOCTHIO moBeaeHus [ 18]. 1J1st 00bHBIX TaKXKe
XapakTepHbl (oOuM, BO30YXAeHUE, HapyUICHUS M-
LIEBOTO MOBEAECHUS U IPYrue Hecrneun(puyecKue CUM-
nToMbl. CIEKTp HEBPOJIOTUIECKUX HAPYIIEHUI Y IeTei
C paccTporCTBaMU ayTUCTUYECKOTO CIEKTpa JTOBOJILHO
LIIMPOK U MOXET BKJTIOUATh CJIEAYIONIME MTPOSIBICHUS: 3a-
MeJICHHOE 1 TMCTapMOHNYHOE paHHEee IICUXOMOTOPHOE
pa3BUTHE; OCOOEHHOCTU CEHCOPHOTO BOCIIPUSITHSI/00-
pabOTKM; PUTUIHOCTL U MOHOTOHHOCTH JBUTATEITbHBIX
U MICUXMYECKHX peaKIInii; IBUTaTeIbHAsT PACTOPMOXKEH-
HOCTh W TIOBBIIIEHHAs BO30YAMMOCTD; IBUTaTeIbHbBIC
CTEPEOTUTIMU; HapyIIeHUs KOOPIWHALIMU JIBUKECHWIA,
HapyleHus: (hOpMHUPOBaHUS TIpakcuca (IUCTIpaKCHsi);
HapylIeHUsT 3KCIPECCUBHBIX JIBUTATEILHBIX HABBIKOB;
pPacCTpOMCTBA Pa3BUTHUS PeUN M HAPYIICHUS apTUKYJIsI-
LIUW; TUKW, snuiencust. [Ipu aTom paccTpoiicTBa ayTH-
CTUYECKOTO CITeKTpa SIBJISIOTCS TeTepOTeHHOM IpyMIoi
3a00JIeBaHUIA C Pa3IUIHON DTUOJIOTUEN U TTATOTCHETH -
YyeCKUMU MexaHu3mamMu. Kpome Toro, ayTuctmyeckoe
MOBEJIeHNE MOXET HaOII0AaThCs Y IeTell ¢ HEKOTOPBhIMU
HaCJIEACTBEHHBIMU 3a00JIeBaHUSIMUA, HaNpuMep, CUH-
npomoM JoMku X-xpomocombl (Fra-X) u Tyb6epo3HbIM
CKJIEPO30OM.

BreIpaxkeHHOe OTCTaBaHME B Pa3BUTUU XapaKTEPHO
IJIST JeTeld ¢ SIMWIENTUISCKUMU dHIehaTonaTUsIMH,
NeOITUPYIOIIMMU B  HEOHATaJbHOM, MJAaJeHUYECKOM
WJIM paHHeM jaeTckoM Bo3pacTte [19]. K Hum oTHocsTCS:
TsiKeslask MUOKJIOHMYECKasl SIWIETICUsl MJlaJieHYecTBa
(cunapoM /[lpaBe), paHHsSI MUOKJIOHMYECKasi dHIedha-
sonatusi, cuHapom Ortaxapa (paHHSISI MJIafeHYecKast
SMUJIeTITUYECKass dHIledanonatusi ¢ «CYMpPecCUBHO-
B3pLIBHBIMU» W3MEHEHUSIMU Ha 3JIEKTpOdHIIehano-
rpaMmme — O3I), 3710KauYeCTBEHHbIE MUTPUPYIOIINE
mapuuagbHble TMPUCTYMBl  MJaJeH4YecTBa (CHUHAPOM
Konmnona—/lronaka), cunapom Becra, cunapom JleH-
Hokca—lacro, cunapom Jlangay—Kneddnepa, snu-
JIETICUSI C DJIEKTPUYECKUM STMJICIITUIECKUM CTaTyCOM
BO BpeMsI MEJJIEHHOTO CHa. DMujenTudeckue sHueda-
JIOTIATUM — TSDKeJIble TTopaxkeHWsl TOJIOBHOTO MO3ra, KO-
TOpBIE MPOSIBIISIIOTCS: 1) TapoKCcu3MallbHOM, 4acTO TPO-
MODKEHHOM UM pas3pyIIMTeNIbHOW, STUIeNTH(OOPMHON
aKTUBHOCTHIO Ha DBI; 2) sanuaenTuyecKMMU MpUCTyIia-
MM — KaK MPaBWIO, MOJUMOP(GHBIMU U pe3UCTEHTHBIMU
K Tepanuu; 3) CTOWKMM KOTHUTHUBHBIM, TOBEAEHYECKUM
n HeBpojorndyeckum aeduinurom [19]. Ipenmnonaraer-
Csl, UTO pa3pylIUTeSbHasT SMUJICTITUYECKass aKTUBHOCTh

B TIEPUOJI CO3PEBaHMSI TOJIOBHOTO MO3ra SIBJISIETCSI Be-
OyIIel TPUYMHON TIPOTPECCUPYIONIETO KOTHUTUBHOTO
YXYIILIEHUST WM perpecca. Jta Bo3pacT3aBUCHUMas ITH -
JIEITOTeHHasl peakuusl Mpucyllia MMEHHO He3peoMy
MO3TY, €€ XapaKTep M BBIPAXEHHOCTb B 3HAYUTEIbHOM
CTEMeHU 3aBUCAT OT CTaJAWU CO3PEBAHMST BO BPEMSI Je-
Otota. B HeoHaTtanmbHOM mepuoae HapyuieHus Ha OO0
yale TpeacTaBlIeHbl MaTTePHOM «BCTBIIIKa—I0aBIIe-
HUE», B MJIaJIeHYECKOM — TUTICAPUTMUEN, B paHHEM JIET-
CKOM BO3pacTe — MeMICHHBIMM TeHepaanu30BaHHBIMU
paspsitaMu MUK—BoJIHA. TakuM o0pa3oM, ¢ BO3pacToOM
MPOUCXOIUT IBOJIOLMS SMMIETITU(OPMHBIX TTPU3HAKOB
W KapTUHBI TPUCTYITOB. JIJIg sMuIenTUIecKUX dHIeda-
JIonmaTUil XapakTepHO ocjiabJieHue WKW TpeKpalleHue
MPOrpecCUpoBaHUs B MybepTaTHOM BO3pacTe, HO TpHU
3TOM YacTO COXPaHSIETCST 3HAYUTEbHBIN pe3uayaTbHbIiI
HEWPOKOTHUTUBHBIN nedunut [19].

C npyroii CTOpOHbBI, 0OCYXIaeTCsi BOTIPOC O POJIU
CYOKITMHUYECKON  SMIENTU(MOPMHON  aKTUBHOCTH
Ha DOl B reHese oTcTaBaHMs paHHETO HEPBHO-TICH-
XMYEeCKOro pa3BuTus. Tak, MO JaHHBIM JIUTEPATypHI,
BCTPEYAEMOCTh CYOKITMHUYECKUX OSIUICTTTU(HOPMHBIX
u3MeHeHuit Ha OOy geTeil ¢ ayTusMoM 0e3 snuien-
TUYECKUX TTPUCTYIIOB BapbUpyeT B IMMPOKOM JMana3o-
He — oT 6 10 61%, mpu 3TOM camble HU3KHUE TTOKa3aTeIn
BBISIBJICHBI TIPU BBIMOJIHEHUU pyTUHHON DI, a Haubo-
Jiee BbICOKME — MPU BBIMTOJIHEHUU 24-yacoBoro amOyJa-
TopHoro DOI'-monutopunra [20]. [Ipu nmpoBeneHHOM
HaMu 00cieqoBaHUM 65 MallMeHTOB B Bo3pacte 3—5 JieT
¢ aucdasueid pa3BUTHUS CYOKIMHUYECKAs] STHMJICITHU-
¢opMHas akTUBHOCTh Ha DI Oblta oOHapyxkeHa y §
(12,3%) n y Bcex MaIMEHTOB HOCWJIA CYOKIMHUIECKUIA
xapakrtep. M3 Hux y 3 (4,6%) neteit oHa MpoOSIBIsIach
B BUJIE TaK Ha3bIBaA€MBIX «100POKAYECTBEHHBIX DITHIIETI-
TH(HOPMHBIX pa3psinoB aetctBa» (ADPIH), y 5 (7,7%) —
anuyienTU(OPMHBIX pa3psiioB HU3KOTO MHAekca [21].
B psime vccieqoBaHmii TakKe YAEISIOCh BHUMAHUE BbI-
SIBJICHWIO Y TTAIIUEHTOB ¢ nucdasneit pa3BUTHSI SITHIIETI-
TU(GOpMHBIX U3MeHeHu# Ha DBI, B Tom uucie JDPII
[22—24]. Ha 3t ucciemoBaHMs TTOBIMSIA KOHICITIIMS
BPOXIEHHOTO HapyIIeHUsI CO3pEeBaHMsI TOJJOBHOTO MO3-
ra, pazpaboranHast H. Doose [25]. CornacHo yKa3aHHO
KOHIIETIIINY, Y HEKOTOPBIX TMAIIMEHTOB MMeEETCsI TeHe-
TUYECKU JEeTEPMUHUPOBAHHOE HapyIIeHUE CO3pEBaHUS
TOJJOBHOTO MO3Ta BO BHYTPUYTPOOHOM TepuoIe, KOTO-
poe SIBJIIETCST MPUYMHOM KOMIUIEKCa TMaTOJOTMYeCKUX
COCTOSTHUM: STUJIECNTUYECKUX TPUCTYIOB, TMaTTEPHOB
no tuny JADP/I Ha OOTI u HapyIieHUiT pa3BUTHSI, B 4acT-
HOCTHU, aucda3uu U ayTUCTUUYECKUX paccTpoicTB [25].
Tossnenne Ha OBI snuienTUdOPMHOIN aKTUBHOCTHU
no Tuny JAOPJl HaGntonaeTcs, Kak rpaBuiio, B BO3pacT-
HOM TIepuozie oT 3 10 6 JIeT, YTO MpUBJeKaeT BHUMaHWe
K YTOYHEHUIO €€ BO3MOXHONM B3aMMOCBSI3U C Hapylle-
HUSMU Pa3BUTHUs, B TOM UKCJIe peueBoro. Mexmy TeM
B OOJIBIIIMHCTBE CllydyaeB HaOJI01aeTCsl perpecc rnarrep-
HoB JIDPJI Bo BpeMst B3pociieHUs pebeHKa ¢ UX MUCUYe3-
HOBEHUEM T10CJIe JOCTUXKEHUS ITyOepTaTHOTO TIepuoa.
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OcTtaHoBUMCSI TIONPOOHEe Ha MPUHIMNAX 00CIIeIOBAHMS
TIAIMEHTOB C 00IIeli 3a/1ePKKOii PA3BUTHS ¥ 00IIEii MHTELIEK-
TyaJIbHOH HEJOCTATOYHOCTHIO (YMCTBEHHOIl OTCTAJIOCTBIO).
B 311X citydasix 0coOeHHO BaXKHA ITOCTAHOBKA STHOJIOTIC-
CKOTO JIMarHO3a, Ha OCHOBAaHWM KOTOPOTO OYIYT PeraThCst
BOTIPOCHI BEIOOPA TePATIEBTUIECKOM TAKTUKH, a TAKKE KOH-
CYJIBTPOBAHUS CEMBU C OTIPeNIe]ICHEM PUICKa TIOBTOPHOTO
poXIeHUsT 60TbHOTO pebeHKa. Kpome Toro, st ponutesteit
BBISICHCHUE TIPUUYWHBI 3a00JIeBaHUsT Y pebeHKa W Oecenma
TTO 9TOMY TIOBOTY CO CIICITUAJIFICTOM CTaHYT 3TATIOM aarra-
IIUY K TPYITHOU CUTYall! B CEMbE, YTO TIPUHECET UM OTIpe-
JeJIEHHOE TICUXOJIOTUYEeCKOe O0JIeTIeHIE.

IIpuunHamMu o0mIell 3aMepKKH PA3BUTHUSA/HHTELIEK-
TYaJIbHOW HEOCTATOYHOCTH Y NeTeil, TI0 TaHHBIM JINTE-
patypsl [1, 2, 6,7, 10, 11], MOTYT OBITB:

MNEPELOBAS

» [lepunaranbHas natonorus LIHC.

» [lopoku pa3BuTHSI MO3Ta.

*  Bayrpuyrpob6Hbie uHdekiuu (BUY-undexims, Bpo-
SKIEHHBIN CUGWINC, BPOXKIESHHBIN TUMGOIIMTAPHbBI
XOPMOMEHUHTUT, LIUTOMETAJIOBUPYCHAasE WHQEKIIS,
KpacHyxa, TOKCOIIa3M03).

*  BHyTpuyTpoOHBIE MHTOKCUKALIMU (2JIKOTOJIb, HAPKO-
TUYECKUE BEIIeCTBa, CBUHELL U JIP.).

» [lcuxoneBponornyeckue 3a001eBaHUsI C pAHHUM Ha-
yajioM (HeriponHdekuuu, TpaBmbl HHC, snunerncun,
paccTpoiicTBa ayTUCTUUYECKOTO CIIeKTpa U 1Ip.).

*  BpoxneHHBI TUTIOTHPEO3.

+ TeHernueckue 3a00J€BaHMUSL.

Pannue HapyllleHUs] TICUXOMOTOPHOTO pPa3BUTHUS
yallle BCero CBSI3bIBAIOTCS C MEPEeHECEHHBIM MepUHaTab-

Tabauya 2. MoHoreHHbIe 3200J1€eBaHUs, MPUBOASINME K 001Ieii 3aepKKe PA3BUTHS/ HHTEIEKTYaIbHOI HEJ0CTATOYHOCTH

Ipyrimna 3a6oieBaHMIA

dopma MOHOTEHHBIX 3a00JIeBaHMIA

*DEHMITKETOHYPHYST

*HexkeroTnueckas TUNEPTIIMIUHEMMU A

Tomortuctunypust

Hapyienust ooMmeHa aMMHOKUCIOT
Py *JleuuT cepuHa

*JleliiinHO3 (00JIe3Hb KJIIEHOBOTO CUPOTIA)

*Tupo3uHEMUST TUIIBI 2 U 3
* [lebWIUT OPHUTUHTPAHCIIOKA3bI (CUHAPOM TMIIEPOPHUTUHEMIH, TUTIEPAMMOHME-
MMM, TOMOLUTPYJUIMHYPUL)

Hapymenus oomeHa (meduimr)
KpeaTHHa

Hapyienust paHcnopTta/oomMeHa
[JTIOKO3BI

*lebnuT ryaHIMHALIETAT METUITPaHChepasbl
*JleUIUT aprMHUH: TJTMIH aMUIMHOTpaHCdepas3bl
*JlecbekT mepeHocYrKa KpeaThuHa

*Jlecpuuut nepeHocurka rmoko3sl GLUT1
*CUHIPOM BPOXICHHOIO TUIIEPUHCYIMHU3MA

*JleuuT 6MOTMHKMIA3bI (MHOXKECTBEHHBIN AeUIIMT KapOOKCHIa3)
*lepeOpanbHblii 1e(UIUT (OIATOB (HETOCTATOYHOCTD 0-PELIETITOPOB)
CUHIpOM BpOXIEHHOM MaJlbabCoOpOILIMKM KOOaTaMIHa

Jeduuut BUTaMMHOB/KO(haKTOPOB

*JleUu1IuT MOIMOIEHOBOrO KohakTopa TUMa A U CYIbMUTOKCUIA3bl/KCAHTUHIE-

TUIPOTeHAa3bl/aIbIeTUIOKCHIA3HI
*[1MpUIOKCUH3ABUCUMAST SITUAJIETICHS
*DHiuedanonaTusi, YyBCTBUTEIbHASI K TAAMUHY

*BonesHp MeHKeca, TpUXomoaIuogucTpodus (aehekT TpaHCIIopTa MEIu)

Hapyienusi ooMeHa MeTalioB

*Bbosesnb Bunbcona—KoHnoBanoBa (aedekT TpaHcmopTa Meau)

AnepynoriazMuHeMust (nedheKT ooMeHa xkeJie3a)

*TaHMINO3UI03bI
*GMI1-raHrmo3nno3

*GM2-ranrano3unossl (6one3Hb Tes—Cakca, 6ose3Hb Canaxobd)
Bbonesns Tomie, Tumnb! 2 1 3 (NIIOKO3WILEPAMUIIUTIAI03)
*[l1o6onmHO-KIIeTOUHAs JIeMKoaucTpodus (6o1ae3Hb Kpadoe)
JleeKThl Jerpagaiyy IMKOIPOTEMHOB
ACTIapTWIITJINKO3aMUHYPUST

Cuanuno3s
MaHH031103

I-xierounas 6one3ub (Mykoaununos 1)

JInzocomHble 60J1€3HU HAKOTIJIEHUS

Mykomonurcaxapumo3bl

Tun 1 (cunapom I[yprep)
Tun 2 (cunapom XaHtepa)
Tun 3 (cuaapom CaHOUIUIIIIO)

Tun 7 (cunapom Crnas)

*Bbone3snp HumanHa—ITuka (cOMHTOMUETMHIATIIO3)

Tum A
*Tun C

Jeduuut cynbharasbl

MertaxpomaTudeckasi JeKonucTpodust (CyIbhaTUIIUITUI03)
MHOXeCTBEeHHBIH CyabdaTa3Hblii AeDULIUT
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Tabauya 2. OKoHYaHKE

MuToxoHapUaIbHbIE 00JIE3HU

HelipoKoXKHBIE CUHAPOMBI

Jlpyrue 3a00JieBaHUSI C TIPEUMY-
IIECTBEHHBIM IMOPaXKeHUEM CEPOTO
BEIECTBA TOJIOBHOTO MO3ra

Jlpyrue 3a00JieBaHUSI C TIPEUMY-
IIIECTBEHHBIM MTOPaKEHHEM OEJI0TO
BEIECTBA TOJIOBHOTO MO3ra

3asadenko H.H. 3.’:1,[[61))1(1(1/1 PAaHHETO HEPBHO-TICUXUYECKOTO PA3BUTHUS: MTOAXOAbI K TUATHOCTUKE

*Jlepuunt KosH3MMa Q,

*[MopocTpast HEKpOTU3MPYIOIIas sHIehaToMuonaTus (cuHapom Jles)

*Cunapom MELAS (MuTOoXOHIpUaibHasi MUOMATHS, SHIEDaToNnaTusl, JaKToaI M-
1103, UHCYJIBTHI)

*CunapoM MERRF (MuokiioHnueckast 3IuIencus ¢ pBaHbBIMU MBIIIIEYHBIMU
BOJIOKHAMM)

*Cunnpom Anbriepca—[yTTeHmoxepa (Iporpeccupyonias HelipoHaIbHasI ereHepa-
1S ¢ TIOpakeHUEM TEeUYeHM )

*TyOepo3HbIii CKIEpO3
*Helipodurdpomaros
*Cunapom Yenmaka—Xuracu

*HeltpoHaIbHBIN LIEPOUTUITODYCIIMHO3

* Tumn 1, (parHss neTckast hopma, 60ae3Hb CaHTaByopu—XaiTua)

* Tun 2 (mo3nHss aeTckasi hopma, 601e3Hb SAHCKOTO—BUIIbIIIOBCKOTO)
* Tun 3 (foHolecKast popma, 6ose3Hb Borra—IlIneitameiiepa)
NHdaHTUnbHas HelipoakcoHaIbHAs TUCTPOdUS

*Cunnpowm Jlemra—Haiixana

*Cunapom Petra

*[IurMeHTHas Kcepoaepma

bonesus [enTuHrToHa (hopma Becrdast)

*Bomne3Hp AlekcaHnepa

*JlecuiuT acmapratanuiaassl (0one3H» KanaBaHa)
Tanakrozemusi: neuuuT TpaHcdepasbl

* AIpeHONEHKOTNCTPOD ST

*Bonesnp [lenuiieyca—Mepiibaxepa
LlepeOpocyX0oXKUIbHBII KCAHTOMATO3

prwe!taﬂue. * — 0003HAYCHBI 33.60JICB3HI/IH, COITPOBOKIAIOIIUNECA SMUJIETICUEH.

1. OueHKa AaHHbIX aHaMHe3a, POAOCIOBHON 1 MOKasaTtenen pa3sBuTua
2. WiccnepoBaHue cnyxa, 3peHns, GyHKLUM LWMTOBUAHOW Xene3bl

v

I'IonospeHme Ha reHeTn4yeckoe 3aboneBaHue

[ncmopdusm, MHOXeCTBEHHble aHOManuu pasBUTKHA.
XPOMOCOMHBIN cHAPoM? MKpoaeneLnoHHbIN CUHAPOM?

MoHoreHHoe 3abonesaHune?

2

WccnepoBaHue KaproTuna

v .

Y

v v

|_|£la HeT

HacnepcTeeHHble 6one3Hn obmeHa (HBO)?

3aboneBaHue 3aboneBaHue
C NPOsIBNEHUAMU C ANMNENTUYECKMUA
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HbeiM TtopaxkeHneMm LIHC u ero nocneacteusimu (pe3umy-
aJTbHBIMU ABJIEHUSIMU). [Ipy 5TOM MHOTHE CTIEIIUATUCTBI
HEJI0CTATOYHO YUMTHIBAIOT 3HAYNTEIBHBIN BKJIAL TeHETH -
YecKMX 3a00JIeBaHUI, Ha JAOJI0 KOTOPBIX, IO COBPEMEH-
HBIM JTaHHBIM, TIpUXonuTcs He MeHee 40% B 2THOJIOTUHU
o01Iei 3aMepXKKU pa3BUTHUsSI/MHTE/UIEKTyaJIbHON HeI0-
cratouHocTu y aereit [1, 11]. B pesyabrare rnpoucxonur
MOJAMEHa JuarHo3a TeHeTMYecKoro 3abojieBaHUs C Jie-
OroToM B paHHeM Boapacte. [lanmeHTaM He Ha3HavaeT-
csl maToreHeTuYecKasl Teparus, KoTtopasi pa3paboTaHa
Y MIPUMEHSIETCS TSI 11eJI0TO Psifia HACIEeCTBEHHBIX 3200~
JIEBaHUI, YTO TIPUBOAMT K HEOJATOMIPUSITHBIM MCXOIaM.
Kpome Toro, npu oTCyTCTBUU TOYHOTO JMArHO3a HEBO3-
MOXHO ITPOBEIeHNE MEANKO-TEHETUYECKOTO KOHCYIBTU-
pOBaHUs ceMbM MpobaHa.

Cpenn BceX TeHETMYECKUX MPUUYMH OOIIei 3amepx-
KW pa3BUTUSI/UHTEJUIEKTYaTbHON HEIOCTAaTOYHOCTH 25—
30% cocTaBisIOT XpOMOCOMHBIE aHoMauu [11], K KOoTo-
PBIM OTHOCSITCS CUHIAPOMBI JlayHa, «KOIIaybero KprukKa»
(MoHOcomusl 5p), cuHapoMm DaBapjaca (Tpucomus 18),
tpucomust 10p, yactuuHas MmoHocoMusi 12p u ap. B or-
NIEJIGHYIO TPYTIITY BBIAEJSIOTCS XPOMOCOMHbBIE MUKPOJIEe-
JIELIMOHHBIE CUHIpOMBI: Bubsimca, Cmuta—MareHuca,
Munnepa—/lukepa, Aureabmana, [Tpanepa—Buau u op.
CremyeT OTMETUTD, YTO Y JIeTeil C pa3TUYHBIMUA XPOMO-
COMHBIMM HapyIIeHUSIMU HEPEIKO MaHUMECTUPYET ST -
JIeTICHSI, a TIpU HEKOTOPBIX CUHJIPOMAax OHA XapaKTepusy-
€TCST TSDKEJIBIM TeUeHHEM C TIPOSIBICHUSIMU, OJU3KUMU
K KapTUHE SIWIENTUYSCKUX 3HIedanonatuii (Hampu-
Mep, TIpu cMHApoMmax AHreiabmaHa, Munepa—/nkepa,
KOJIbLIEBOM XxpoMocoMbl 20).

JlecsiTb IPOLIEHTOB TeHETUYECKUX TTPUUMH 00111eit 3a-
NePKKW pa3BUTUSI/UHTEIUIEKTYaTbHOM HETOCTATOUHOCTH
y JeTeil TIpUXOAUTCS Ha JO0JII0 MOHOT€HHBIX OOJIe3HEH,
KOTOpBbIE TIpEACTaBICHBI HACJIEACTBEHHBIMU OOJIE3HSIMU
obOMeHa BellecTB (HapylleHUs: oOMeHa aMMHOKHUCIIOT,
KpeaTrHa, TJIIOKO3bl, METAIOB, Ne(UIIUT BUTAMUHOB/
KO(MaKTOpOB, JM30COMHbIC 0OJIE3HU HAKOTUICHUS], MU-
TOXOHJIpUaJIbHbIe 0O0JIe3HN), HEHPOKOXHBIMU CUHIPO-
MaMmu, HacJeJCTBEHHBIMU 3a00JIeBaHUSIMU C TIPEUMYIIIE-
CTBEHHBIM TOpak€HUEM CEporo Wi Oeoro BellecTBa
roJIOBHOTO Mo3ra (TabJ. 2).
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HSIIOTCSl TEHETUYEeCKUE METOJbI: JIJISI XpPOMOCOMHBIX Ha-
PYIIEHU — KJIACCUYECKUI IIUTOTC€HETUYECKUA aHaIn3
100 MosieKyIsipHO-LIMToreHeTnyeckue metoanl (FISH —
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OB30PbI JINTEPATYPbI

COBpeMeHHI)Ie BO3MO2KHOCTH (l)yHK]_lI/IOHaJIbHOﬁ JUATHOCTUKH BHEIIHETO AbIXAHUA Y aeren

C.9. Lbinnenkosa, 10.J1. Muzepruyxuii

OCI «Hay4HO-1ccneaoBaTenbCKmii KMMHUYECKUI MHCTUTYT neguatpumn» PHUMY um. H.U.Muporosa Munappasa PP, Mocksa

Current possibilities of functional diagnosis of external respiration in children

S.E. Tsyplenkova, Yu.L. Mizernitskiy

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Ministry of Health of the
Russian Federation, Moscow

IIpencrapiieHbl cOBpeMeHHbIE METOAUKHN OLEHKH (DYHKIMM BHEIIHEro JbIXaHus y AeTeil, B TOM 4ucie miaamero Bo3pacra. Ocodoe
BHHMAaHHeE yieJeHO BHICOKOTOYHO! YIBTPa3BYKOBOi CIIMPOMETPHH, OlIEHKE CTATHYECKHX JIETOYHBIX 00bEMOB U MHIEKCA HEPABHO-
MEPHOCTH BEHTHJISILMU METO/I0M BbIMBIBAHHS 230Ta KHCJIOPOAOM; OLleHKe MApaMeTPOB CIOKOIHOTO AbIXaHHUA Y AeTeil pAHHEro Bo3pa-
cTa (MMIYJIbCHAS OCIIJIIOMETPHSI, METO/I IIPEPbIBAHNS BO3AYHIHOTO I0TOKA, OpoHX0doHorpadus), a TAKKe U3y4eHUI0 GUOMapPKepoB
COCTOSIHUS PECIIUPATOPHOTO TPAKTA (ra30aHAIMTHYECKHE METOIUKH ¢ (hPAKIMOHHBIM ONpeeieHHeM OKCHIA a30Ta, OKCHA YIIepo-
J1a, AaHAJIM3 KOHAEHCATA BbIIBIXA€MOr0 BO3/yXa U COCTABA UHAYIMPOBAHHON MOKPOTbI).

Katouesvte caosa: demu, hynkyuonanvhaa duasHocmuka, éHewnee ObIXanue, MOHUMOPUHe, OUOMAPKepbl 80CNANCHUA ObIXAMENbHbIX
nymelil.

The paper describes current methods for evaluating external respiratory function in children, including younger ones. Particular
attention is given to high-precision ultrasonic spirometry, the estimation of static lung volumes and ventilation irregularity index by
nitrogen leaching with oxygen; that of quiet breathing parameters in infants (impulse oscillometry; airflow interruption technique,
bronchophonography), and the study of biomarkers for respiratory tract infections (gas analytical methods with fractional determina-

tion of nitric oxide and carbon monoxide, analysis of exhaled breath condensate and composition of induced sputum).

Key words: children, functional diagnosis, external respiration, monitoring, biomarkers of respiratory tract inflammation.

COBpeMeHHaH rnearaTpuyueckasi myJJbMOHOJIOTHUSI CTpe-
MUTCSI HE TOJIbKO CBOEBPEMEHHO TMAarHOCTUPOBATh
3a00s1eBaHUsI JIETKUX Y IETeil pa3HOTO BO3pacTa, HO U Ka-
YeCTBEHHO MOHUTOPUPOBATh 3((PEKTUBHOCTH TTPOBOIM -
MOTO JIeUeHUs ISl MPO(UIAKTUKU O0OCTPEHUMN U TIpeI-
VIpPEeXIEeHUs] TIPOTPEeCCUPOBaHMST 3a00JieBaHUSI. DTUM
00BSICHSIETCS OOHOBMBILIUICS M BCE PaCIIMPSIONIUICS
apceHasl IMarHOCTUYECKUX METOIMK JIJIs AMHAMUYECKOM
OLIeHKY (PYHKIIMOHAJLHOTO COCTOSIHUSI peCTIMPaTOPHOTO
TpakTa y J1eTei.

TpanuiimoHHbBIE METO/IBI OLIEHKW BHEIITHETO JAbIXaHUSI
y aeteit. C 3T0ii 1IeIbl0 Y TTAIIMEHTOB cTapiie 4 JieT 1Iu-
POKO UCITOJIb3YIOTCSI THEBMOTAaXOMETPUS, CTUPOMETPHS,
a TaKXKe pas3JINUYHbIE TeCThI Ha BhISIBJIEHUE OPOHXUAIBHOM
TUTeppeakTUBHOCTUA (Yallle BCero — ¢ J03UPOBAaHHOM
(u3nuueckoil Harpy3koi, pexe — C METaXxOJUHOM, TH-
CTaMUHOM, MHTAJSILIMSIMUA CYXOTO U XOJIOJHOTO BO3/yXa,
aJUIepreHOB) U OPOHXOJIMTUYECKHE TIPOOBI /IS BHISIBIIC-
HUs 00paTUMOCTHU BEHTWJISILIMOHHBIX HapylieHuit [1—3].
JlaHHBIE METOAMKM XOPOIIO CTaHIapTU3UPOBAHBI, BbI-
COKOBOCMPOM3BOIUMbI, HO TPEOYIOT XOpolliell Koornepa-
1IMM C TALIMEHTOM JUJISI TIPABUJIBHOTO BBITIOJTHEHUS IbI-

© C.3. UpinneHkosa, t0.J1. MusepHuukuin, 2015
Ros Vestn Perinatol Pediat 2015; 5:14-20
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XaTeJbHBIX MaHEBPOB, YTO OTPAaHUYMBAETCS BO3PACTOM
obcnenyeMbix neteil. C MOsIBIEHUEM YJIBTPa3BYKOBBIX
(Y3) texHosoruii cTajio BO3MOXHBIM TPOBEJICHUE BbI-
COKOTOYHOH CIUpoMeTpuu 0e3 KaJIMOpOBKM Mpudopa
W ¢ MUHUMAJIbHBIM PUCKOM WHMUIIMPOBAHUS TAlIMEeH-
ToB. OCOOEHHOCTBIO Y3-CITMPOMETPOB SIBJISIETCSI HaJM-
e criennaabHoro ¥Y3-matumka (tumna True Flow, ndd®,
[IBenust), u3MepsIOIIeTo BpeMs MPOXOXAeHUST Y3-cur-
Haja MexXay AByMsl Y3-ceHcopaMu, pacrojioXeHHBIMU
0 JMaroHay K MyTH MPOXOKAEHUsI TOTOKA ra3a (B yacT-
HOCTH, TAKOW MPUHLIUM pabOThl UCITIOJIb3YETCS B MpUbope
Easy OneProLab (ndd®, IlIBewust)).

TpanuiIMOHHO OmpeeeHre CTATUYECKUX JIETOYHBIX
00BEMOB Y JIeTell MPOBOANUTCS METOIOM OOIUTIICTU3MO-
rpaduu, TO3BOJSIIOIIUM BBIYUCIUTL OOIIYI0 €MKOCTh
JIETKUX U UX CTPYKTYPY, & TakKXKe — BEJIMYUHY OPOHXU-
aJIbHOTO COMPOTUBIEHUS. JJaHHBII METO/1 UcCaen0BaHus
0COOEHHO BaxKeH Il MAMEHTOB C MHTEPCTUIIMATbHbI-
MU 3a00eBaHUSAMU JerkKuX. st aTol KaTeropuu aerei
BaXKHO MPOBOJUTH OLIEHKY AU(PPY3MOHHOI CITOCOOHOCTH
JIETKUX C ITOMOUIBIO MHTAISLUUA CIIELIUAIbHOIO TECT-Ta-
3a U COIOCTABJISITh €€ C Pe3yJIbTaTaMu MYyJIbCOKCUMETPUU
U OLIEHKH Ta30BOTO COCTaBa KPOBU IS MOJTyuyeHUs1 6osiee
11€JIOCTHOTO TIPEICTABIEHUSI O TEHE3€ BbISIBIEHHBIX HAPY-
meHui. 1ist 3TuX e 1esieid BhIIeYNnOMSIHYThI ¥Y3-Tipu-
6op Easy OneProlLab cHabGxeH ceHCOpoM, OIpeaesiio-
IIAM MOJISIDHYIO Maccy rasa, 4To MO3BOJISIET, UCIIOIb3Ys
METOJl BBIMBIBAHUS a30Ta KUCJIOPOIOM MPU MHOTOKPAT-
HOM JIbIXaHWM (Tak Ha3blBaeMblii «wash-out-test»), BbI-
YUCJIUTh WCTUHHBIE 3HAYEHUS CTAaTUYECKUX JIETOUHBIX
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lem/zemcoea C.D. u coasm. COBpCMCHHbIC BO3MOXHOCTH (IlyHKHHOHaJ]bHOﬁ JUArdHOCTUKU BHEIIHETO JbIXaHUA yﬂCTeﬁ

00BEMOB ¢ pacyeToM (PYHKIIMOHAIBHOW OCTaTOYHOI eM-
KOCTH M MHAEKCAa HEOJHOPOMIHOCTH BEHTWJISILIMU, a Ha-
auuue MHGPaAKpacHOTO MaTYMKa TIO3BOJISIET MPOBECTHU
MpocToe U ObIcTpoe u3MepeHue TMPpdy3noHHOH crrocoo-
HOCTH JIETKUX TI0 OKcuay yriepoaa. CienyeT OTMETUTb,
YTO JAHHBIE METOAMKHU TPEOYIOT JOPOTOCTOSIIIETO 000PY-
JIOBaHMUSI, TOBOJIBHO TPYIOEMKHU U TIPUMEHUMBI ITPEUMY-
IIeCTBEHHO y aeTeii crapmie 7 et [2, 3].

B HacTosmee Bpems Ipu JUIMTEIBHOM Oa3MCHOM Tepa-
MUY Kak Uil Bpaya, Tak 1 JUIsl MaleHTa UCKIIOYUTEb-
HO BaXXHbI OOIIETOCTYITHBIE CITOCOOBI MHAVMBUAYATbLHOTO
MOHUTOPUHTA 3((PEKTUBHOCTH Ha3HAYEHHOTO JICYCHMUSI.
Tak, m1st OOBEKTUBHON OLEHKU COCTOSIHUSI U CBOEBpE-
MEHHOU KOPpPEeKIIMM Teparuu y IeTeil ¢ OpoHXHalIbHOMN
acTMoOil Bce 0oJjiee MIMPOKOE pacipocTpaHEHUE TPUuoo-
peTaeT MeTOoJ IMHAMUYECKOro aHKeTupoBaHus [4]. B Ha-
el KJIMHUKE HAKOIUJIEH TMPaKTUYECKUI OIBIT 1O HC-
MOJIb30BaHUIO TecTa Mo KOHTposo actMbl — ACT-Tecra
(ot anri. Asthma Control Test) Kak 151 geteit Maaaiero
BO3pacTa, TaK ¥ JJIsl TOJPOCTKOB. DTOT MPOCTOI 1 BeCbMa
HarJISIIHBIN CITOCO0 MOHUTOPUHTA TEYEHUS] OPOHXMATb-
HO# acTMBbl HallpaBjieH Ha ITOBBIIIEHWE KauyecTBa Ipo-
TMBOACTMaTUYeCcKoi Tepanuu. HaOmoneHus: mokasanu,
yto npoBeneHue ACT-Tecta B Koorepaliuu ¢ rnmaiueHTa-
MU Y UX POIUTEJISIMU HE TOJIBKO MO3BOJISIET UHANBUAYATb-
HO ¥ KPUTUYHO TIOJIOUTH K OLIEHKE COCTOSIHUST OOJIBHOTO,
HO M 3HAUUTEJIbHO TMOBBIIIAET AUCHMUITIMHUPOBAHHOCTh
MaleHTOB B COOJIIOIEHUN MPEANMCAHHON Tepanuu (Tak
Ha3bIBaeMasi KOMIUTA€HTHOCTD).

He meHee 3HAaYMMBIM MHCTPYMEHTOM JMHAMMYECKO-
0 KOHTpPOJISI OPOHXMAJIbHOW acTMbl Yy JAeTel SIBJIsIeTCS
mikdaoymetrpus [5, 6]. Croiikoe CHIXEHHE MMKOBOM
ckopoctu Bbioxa (ITCB) u/unu yBeanuyeHue CyTOuHOTO
pasz0Opoca nokaszareseii (CHUXXKEeHUe YTPEHHETo 3HaYeHU s
OTHOCHUTENTbHO BeuepHeTo bostee ueM Ha 20%) BechbMa WH-
¢dopMaTUBHO JIJIsI AMAarHOCTUKU OPOHXUATBHOM 00CTPYK-
LIMM B XOJIe MOHUTOPUHTA COCTOSIHUSI O60JbHOTO. BhICO-
kasi BapradesbHOCTh [ICB — 0OBEeKTHMBHBIN KpUTEPUid
TSKECTU Y HECTAOMILHOCTU COCTOSIHMSI TPU OpOHXUATTb-
HOI acTMe, KOPPEJUPYIOLIMH C TUIEPPeakKTUBHOCTHIO
neixareabHbIx myTeit. Ipaduk TICB mosBonsier Bpauy
Ha OCHOBAHMM CYTOYHBIX KOJeOAHUI 3TOTrO rmokasaTressi
KOHTpOIMPOBaTh 3(h(PEeKTUBHOCTH ITPOBOAMMOI Teparuu
U CBOEBPEMEHHO BHOCUTH B Hee KOPPEKTUBBI. OOBIYHO
MUKQIOYyMETPpUsI CTAHOBUTCS BOBMOXHOM Y JeTeil cTap-
mre 5 et. OpueHTUpPOBOYHBIE HOPMEBI ToKa3aTeseil [ICB
B 3aBUCUMOCTU OT POCTa, BO3pacTa M I0Jia MPUBEIEHbI
B CHeLMaIbHBIX TabJMIIax-HOMorpamMmax [6]. B kauectse
WHAVMBUAYAIbHON HOPMBI PEKOMEH/IOBAaHO MPUHUMATh
ycpenHeHHoe Hawnydiiee 3HadeHue [ICB mis maHHO-
ro TalMeHTa B Mepuojae peMuccuun 3adosieBaHus (TIpu
XxopolieM camouyBcTBuM). Hanbonee wuHbOpMaTUBHO
U3MepeHne YTpeHHUX M BeyepHux mnokasateneit [1CB,
a B CIyyasix TipremMa OpOHXOJIMTUYECKHUX TIPerapaToB —
10 U Tocjie uX npuMeHeHust. YToObl TOMOYb TalMeHTy
OpPMEHTUPOBATbCSI B OIIEHKE TEYeHUSI OpOHXMAIbHOM
acTMbl, pa3paboTaHa METOIMKAa PErucTpaluru JITaHHBIX

MUKQIOYMETPUN C UCTIOIb30BAHUEM TIPUHIIMIIA «CBETO-
¢opa»; COOTBETCTBEHHO Ha rpachuKe MalueHTa 3eJeHbIM
1IBETOM 0003HAYaIOTCs IPaHUIBI HOPMaJTbHBIX 3HAYEHU I
TICB (60onee 80% OT HOKHOTO), JKEATbIM — B Mpeeax
60—80% ot momxHoro ITCB u kpacHeiM — MeHee 60%.
Tlepexon mokazateneit [ICB B «kenTyto» 30HY yKa3biBa-
eT Ha HauMHato1eecst 000cTpeHrue OPOHXMATbHOMN aCTMbI
1 HeoOXOAMMOCTb TpHeMa IpernapaToB B COOTBETCTBUU
C WHAMBUIYAJIbHBIM TIJIAHOM JIEYEHMSI; TIEPeXo]l 3Haye-
Huit [ICB B «kpacHy10» 30Hy — CUTHAJI /151 IpUeMa Ipe-
napaToB 3KCTPEHHOU MOMOIIM W He3aMeITUTEIbHOTO
obOpareHus K Bpauy [4, 5].

TIpakTuyecknii MHTEpPEC MPEaCTaBIIsIET MPOBEIeHUE
MUKQIOYyMETPUIYECKON OLIEHKN BapruaOeIbHOCTH TTPOXO-
JTUMOCTH JIbIXaTeJIbHBIX TTyTEH C MOMOIIBIO METO/Ia «Tap-
HBIX KPUBBIX» y TIAIIMEHTOB ¢ OpOHXMAJbHON acTMOM,
JUTUTEJILHO TIOJTyJarolInX JeueHe KOMOMHUPOBAHHBIMU
WHTAISIIMOHHBIMU ToKokopTukocTepounamu (MI'KC)
[7]. YcranoBneHo, uTo croiikoe (He MeHee 1 mMec) OTCyT-
CTBUE O0pPaTUMOCTU OPOHXOOOCTPYKIIMU TIPU HOPMaJib-
HBIX ucxonHbIX mapamerpax [1CB mo3BosisieT 6e3omacHo
0TKAa3aThCs OT JAJbHENUIIIEN OPOHXOJIUTUYECKON Tepanun
u nepeiitu Ha MoHoTepanuto MT'KC 6e3 morepu KOHTpO-
JIst Hazl 3a00JIeBAHUEM; B TO K€ BpeMsI TIOCTOSIHHO T0JIO-
KUTEJIbHBIA OpOHXOAUIATAIMOHHBIN TECT, HE3aBUCUMO
OT MCXOIHOTO COCTOSIHUSI OPOHXMAJbHON TTPOXOIUMO-
CTH, SIBJISIETCS TIOKa3aHWeM [JIs1 MPOAOJIKEHUS TMpueMa
koMOuHupoBaHHBIX UTKC.

B Hacrosimiee BpeMsi Bce 0OoJiee LIMPOKOE pacrpo-
CTpaHEeHMEe MPUOOPETAIOT JIEKTPOHHBIE MUK(IOYMETPHI
¢ 00JIBIIM 00BEMOM MaMSITH U BCTPOSHHBIM MUHU-KOM-
MbIOTEPOM, KOHTPOJMUPYIOIIUM COCTOSIHUE TAllMeHTa
W CUTHAJU3UPYIOIIMM O HEOOXOJAMMOCTU TepareBTUYe-
CKMX BMellIaTeJIbcTB. B HEKOTOPBIX ycTpolicTBaX Tpemy-
CMOTpeHa JMCTaHILIMOHHAs Tiepeaavya JaHHBIX OT MallM-
€HTa K Bpaydy /i1l CBOeBPEMEHHOI KOPPEKIIUY Teparuu.

MeToauKH MCCIe0BaHUs CTIOKOWHOTO JAbIXaHus. Bbi-
COKasl PpacrnpoCTPaHEHHOCTb 3aboyieBaHUIl OpPOHXO-
JIETOYHO CUCTEMBI Yy JeTell paHHero Bo3pacTa JesiaeT
BOCTpeOOBaHHBIM pa3BUTUE METOAUK MCCAEIOBAHUS
CTIOKOMHOTO IbIXaHUs Y MaJIeHbKUX nmauuneHToB. K HenH-
Ba3MBHBIM METOJMKAM, IO3BOJISIIOIIAM OIPENEIUTh CO-
MPOTUBJICHUE ABbIXaTEeJIbHBIX MyTei TIPU CITOKOWHOM JIbI-
XaHWUM, OTHOCSITCS METOJ UMITYJIbCHOW OCIUIJIOMETPUN
W METOJI pepbIBaHMS BO3MyIIHOTO TToToKa (Rint).

B ocHOBY MeTOoma MMMYJIbCHOM OCIMIIIOMETPUN TTO-
JIOXKEHa TaK Ha3bIiBaeMasl TeXHUKa (POPCUPOBAHHBIX OC-
LIWIISILIUMIA, B OCHOBE KOTOPOW — OlIEHKAa COOTHOILIEHUSI
MEXIy BOJIHAMU JaBJieHUs] (HAINpuUMep, 3BYKOBBIMM),
BO3ICHCTBYIOIIMMHU Ha AbIXaTeJIbHYIO CUCTEMY W3BHE,
U pe3yJIbTUPYIOLIEeH peakiueil B hopMe BO3AYITHOTO T0-
Toka [8]. UMnynbcHasi ocLUMLIOMETpUST XapaKTepU3yeT
MPOXOANMOCTb KaK MPOKCUMATbHBIX, TaK U TUCTATBHBIX
OT/IEJIOB PECMUPATOPHOTO TpakTa, YTOYHSIET W JOTOJ-
HSIET JaHHBIE CIUPOMETPUU. DTa METOAMKA MO3BOJISIET
OLIEHUTh BEHTWISILIMOHHYIO (DYHKIIMIO Ha OCHOBE W3-
YUEHHUs MapaMeTpOB OCUMJIJISITOPHOTO COTPOTUBIICHUS:
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NIbIXaTeJIbHOTO UMIieaaHca (Zrs) U ero COCTaBISIONINX —
pesucranca (Rrs) u peakraHca (Xrs) B 1ana3oHe 4acToT
ot 5 1o 35 Iir. [Tpu aToM uccaenyercst CIOKOMHOE CITOH-
TaHHOE JbIXaHWE B TeUEHNE HECKOIBKHUX CEKYH/I, UTO TO-
3BOJIIET UCIOJb30BaTh JaHHBIN METOI Y IeTei paHHEero
Bo3pacta. Ilo maHHBIM JUTEpaTyphbl, U3BMEHEHUE TTOKa-
3atejieil UMIYJIbCHOTO COTIPOTUBJICHUSI KOPPEIUPYET CO
CTETIEHBIO TSKECTH OOCTPYKTUBHOTO CHHIpOMA, a Mpo-
BeJicHUE TECTOB C OPOHXOJIUTUKAMU TTO3BOJISIET BHISIBUTH
00paTUMOCTb OOCTPYKTUBHBIX HAPYIICHUN Y MaJeHbKUX
MalMeHTOB. MeTOoI UMITYJIbCHOM OCIUJUTOMETPUU, TIPU-
MEHSIEMBI y JIeTeil paHHETO BO3pacTa, SIBJISIETCS XOpPO-
el aabTepHATUBOW JpyruM, Oosiee JOPOrOCTOSIIIUM
U CJIIOXHBIM METOAMKAM OLIEHKM MPOXOAUMOCTHU JIbIXa-
TEJIbHBIX ITyTEN.

Merton mipepbiBaHUsI Bo3myiiiHoro rotoka (Rint) mo-
3BOJISIET UCCIIEI0BATh COTTPOTUBIICHUE IbIXaTeTbHBIX My TEl
MPU CITOKOMHOM JbiXaHuM [9]. OH MOXeT UCIOIb30BaTh-
cs1y eTeit B Bo3pacTe crapiile 2 JeT ¢ pelUIUBUPYIOIIUM
OGPOHXOOOCTPYKTUBHBIM CUHAPOMOM U JUTUTETEHBIM Kalll-
Jiem. [Tpu 3TOM BO BpeMs KpaTKOBPEMEHHOTO MPePhIBAHMS
BO3AyIIHOTrO NoTtokKa (Ha 100 Mc) ajibBeoJIsSIpHOE JaBjieHNe
U JaBJieHWe B TIOJIOCTU PTa BBIPaBHUBAIOTCA. BBICTpBIN
aBTOMAaTWYeCKUIA TOBOPOT KJIallaHa 00eCIieunBaeT Mpephl-
BaHMe BO3IYIIHOTO TTOTOKA Ha OYeHb KOPOTKUU TepUOI,
OCTaIOLINIACS TIPAKTUIECKA He3aMEeTHBIM JIJIsT TIallieHTa.
HccnemoBaHye COPOTUBIICHUST IbIXaTeIbHBIX ITyTei Mpo-
BOJIUTCS B pa3Hble (ha3bl IbIXaTeTbHOTO LIUKIIA: B (pa3y BIO-
xa (Rintimp), Ha BBIIOXE (Rintexp) U B MEPUOI MaKCUMAJTb-
Horo moToka. Jlyisi perieHusi Bormpoca o0 0O0paTHMOCTH
BBISIBJICHHOIM OOCTPYKLIMU JAbIXaTeJTbHBIX TTyTei BOBMOXHO
MpoBeeHUE TIPOOBI ¢ OPOHXOTUTUYECKUMMU TIperapaTaMiu
(T10 TTOKa3aHUSIM), YTO TIOBBIIIAET CIIEIU(PUIHOCTD U TyB-
CTBUTEJTLHOCTD TECTA.

B mocienHee BpeMst pacTeT MHTEpeC K UCCISTOBAHUIO
Pa3IMYHBIX aKYCTUYECKUX XapaKTepucTuK asixanus [10].
B 9Toli CBA3M aKTMBHO BHEAPSETCS METOIMKA OPOHXO-
¢doHorpadun, oCHOBaHHas Ha IPUHIIMIIE PEruCTpallln
Y aHaJii3a YaCTOTHO-aMITJIUTYIHBIX XapaKTePUCTUK IIbI-
XaTeTbHBIX ITYMOB Y MO3BOJISIIONIAS BBISIBIISITh (DYHKIIMO-
HaJIbHbIE HAPYIIEHUsI TIPU CITIOKOMHOM JIBIXaHWU Y Taly-
€HTOB J1Io00or0o Bo3pacta [5, 11—14]. Merton mo3BossieT
(pukcupoBaTh 1 0OBEKTUBHO OIICHUBATh aKyCTUYECKHE
(4aCTOTHO-aMIUTUTYIHBIE) XapaKTEPUCTUKU JbIXaTeTb-
HBIX ITYMOB B nana3oHe ot 1,2 no 12,4 xIi1, He BbIsSIBIIsIC-
Mble TIpU (GU3UKATBHOM 00CIeI0OBAaHUU, OCYIIECTBISITh
UX MOCIEAYIONIYI0 MaTeMaTU4ecKylo 00paboOTKy ¢ pac-
YETOM «aKyCTMUECKO» pabOTHI NBIXaHMS, HATJISIIHBIM
oTOOpakeHHeM (DUKCHPYEMBIX MapaMeTpoB Ha 2KpaHe
MOHHTOpa B TpeXMepHOM pexume. [Ipu aToM Hanmnuue
BBICOKOAMIUTUTYIHBIX KOJI€OaHWII B BBICOKOYACTOTHOM
nuamna3oHe (6osee 5 klil) ¥ MX MHTEHCUBHOCTb KOp-
PEMUPYIOT C BBIPAKEHHOCTBIO OPOHXOOOCTPYKTUBHBIX
HapymeHnit. JlanbHeiilnas ctaHAapTU3aLUAS METOIUKU
U COBEPIICHCTBOBAaHME IPOTPAMMHOIO OOeCTeueHMsI,
BO3MOXHO, OTKPOET B OYIyIlleM HOBBIE TIEPCIIEKTHUBBI €€
ITUPOKOTO UCITOTb30BAHMSI.

OB30PbI JINTEPATYPbI

BI/IOM&QKC[!H BbIILIXaCMOT'O BO3/1yXa. B ITOCJICa-
HHE TOJAbI BCEC 00JIbIlIe BHUMaHUS npnagacTcsa M3y4CHUIO

HEMHBAa3WBHBIX OMOMapKepoOB, TO3BOISIOMNX AUbde-
PEHILIMPOBATh XapaKTep TMOPaKEHMS IbIXaTeJIbHBIX TTy-
Teii, OLIEHWBATh WX TPOTHO3, a Takxke 3(h(PEKTUBHOCTD
MPOBOAMMOM Tepanmuu. DTUM METOAUKAM CBOMCTBEHHA
BBICOKAsI UYYBCTBUTEJIBHOCTb, OBICTPOTA WCIOJHEHMUSI,
HEMHBa3WBHOCTh. OHU CITOCOOCTBYIOT COBEPIICHCTBO-
BaHUIO IUAarHOCTUKU U MU depeHImanuy XpOHUIECKUX
pecrupaTopHBIX 3a00JieBaHUI, B TOM YKCJIe Ha CaMbIX
pPaHHMX X CTaIusX, CHUDKEHUIO 3aTpaT Ha 00clieioBaH1e
W yAYYIIEHUIO TTPOTHO3a BCIIEACTBUE MOHUTOPUHTA 3(-
(GeKTUBHOCTHU paHO HadyaToi Teparmu [5]. YcraHoBieHo,
YTO B OCHOBE Pa3BUTHSI U MPOrPECCUPOBAHUS OPOHXU-
AIBHOU aCTMBI U psilia APYTUX XPOHUYECKUX 3a00I€BaHUIA
JIETKMX JIEKUT TIEPCUCTUPYIONIEe BOCTIAIEHUE AbIXaTeTh-
HBIX TyTeit. JIJIsT MOHUTOPUPOBAHUS aKTUBHOCTU BOC-
MaJieHWsT TIPETOKEeHbI TaKre HeMHBAa3WBHBIE MapKephbl,
kak okcup azota (NO), okcun yrinepona (CO), nepokcun
Boopoza (H,0,) u ip. DTH SHIOTEHHBIE BEILECTBA aK-
TUBHO TIPOAYLIMPYIOTCS KJIETKAMU STUTENUS JIETKUX —
s03uHOMUIaAMU, HeilTpoduiiamu, MakpodaraMu, a Tak-
XK€ SMUTENTMAbHBIMA KJIETKAMU JIbIXaTeJbHBIX TTyTei.
OHU ompenesstoTcs HeTOCPEICTBEHHO B BbIIBIXaeMOM
BO3/yXe WJIK B ero KoHjaeHcare. [1epBblil criocob Gosee
MPEeATIOYTUTENIEH, TaK KaK 00JlagaeT BBICOKOW BOCIPO-
W3BOAMMOCTBIO, YYBCTBUTEIILHOCTBIO, HE MMEET BO3PACT-
HBIX OTPAaHWYEHUI 1 OBICTP B UCITOTHEHNH.
HauGonbiiee pacmpocTpaHeHWe TPUOOPET HEWH-
Ba3WBHBIN, OE30MaCHBIN ¥ XOPOIIO BOCITPOU3BOAUMBIA
y TalMeHTOB J000ro BO3pacTa METOJ OTpereaeHUs
YPOBHs OKCHJA a30Ta B BblIbixaeMoM Bo3ayxe (Fe),
KOTOPBI SIBJISIETCS OMHUM M3 HanboJiee YyBCTBUTEIb-
HBIX MapKepoB aJlJIEPTUYECKOTO BOCITATIEHUSI TbIXaTe b~
HbIX myTeit [5, 15]. Usmepenue yposHs Fe  okaszanoch
BBICOKOMH(MOPMATUBHBIM JIJIsI CBOEBPEMEHHO TUArHO-
CTUKH, OLEHKU 3G@MEKTUBHOCTU 0a3UCHOM Teparnuu
W CTeTeHW KOMIUIaiiHca TIpu OpOHXMaJIbHOW acTMme,
a Takxke g auddepeHIMaU XpPOHUIECKUX 3a060-
JIeBAaHWH JIETKUX aJlJIepTUUECKO W HeayuleprudecKoit
npupoasl [5, 16, 17]. Jdng omnpeneiaeHus ypoOBHS Fey,
HCTIOTb3YIOTCST KaK CTallMOHAPHBIE, TaK M TTOPTaTUBHbBIE
razoaHanuzaTopsl. B kiimHuke nmyasmononoruu HUKN
reauaTpuy Ha MpoTsokeHUU 10 JIeT yCIelrHo UCImob3y-
eTCsl CTAallMOHAPHBIN XeMUJTIOMMHECIICHTHBIN ra3oaHa-
muzatop NOA 280i (Sievers, CIIIA). B cooTrBercTBUM
¢ TpeboBaHusMu npotokosioB ATS/ERS wusmepenue
ypoBHs1 Fe,, MpoOBOANTCA B pexume on-line 10 mpose-
NIeHUsT CIMpoMeTpuueckux MaHeBpoB [18]. B kauectse
eNMHUIbI u3MepeHust yposHs Fe Gepetcs 1 ppb (part
per billion) — omHa yactuma ra3a Ha 10° yacTuir Bo3-
NIYIITHOW cMeCH, BhIAbIXaeMOl mareHToM. C ITOMOIIBIO
NaHHOW METOOWKM B HAlllEW KIIMHUKE 00CenoBaHO 00-
nee 6500 meteii B Bo3pacte ot 5 1o 18 et [17, 19]. Cpenun
HUX ObUTM He TOJBKO MALIMEHTHI ¢ Pa3IMYHBIMU XPOHU-
YeCKUMU 3a00JIeBaHUSAMU OPOHXOJIETOYHON CUCTEMBI,
HO M 310poBbie AeTh. Kak BUIHO M3 MPeaCcTaBIeHHOTO
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lem/zemcoea C.D. u coasm. COBpCMeHHbIC BO3MOXHOCTH (IlyHKHHOHaJleOﬁ JUArdHOCTUKU BHEIIHETO JbIXaHUA y,[[eTefI

pucyHka, ypoBeHb Fe,, ObLT 3HAYMTENBHO YBEJIMYEH
y TTAlIMEHTOB C 3a00JIeBAaHUSIMU JIETKUX aJIJICPTUICCKON
TIPUPOJIBI; B TO XK€ BPeMs Y MeTeil ¢ MepBUYHON ITHJIN-
apHoIi TMCKUHE3NEl 1 MyKOBUCLIMIO030M ypoBeHb Fe
HampOTUB, OB MOKA3aTeTbHO HU3KUM.

CrnemyeT OTMETUTb, YTO TAHHBIN METON OTTMYACT BBI-
coKast BOCITPOU3BOJIUMOCTD W CIIEIIM(UIHOCTD, a TaKKe
MUHUMAaJIbHBIC 3aTpaThl HAa pacXoaHble MaTepuabl. On-
HaKO CYIIIECTBeHHAsI CTOMMOCTh TIPHOOpa, BO3MOXKHOCTh
€r0 WCITOJIb30BaHUSI TOJTBKO B CTAIIMOHAPHBIX YCIIOBHSIX
OTPaHWYMBAIOT PACIIPOCTPAHEHUE 3TON METOIUKY B TIIH-
POKOU MTpaKTUKE.

C TosIBJIeHWEeM TIOPTaTUBHBIX 3JIEKTPOXUMUICCKUX
ra3oaHalM3aTopoB 1A onpeneneHns Fe,, ¢ BMOHTHpO-
BaHHBIM MIUHU-KOMITBIOTEPOM, (DUKCUPYIOIINM Ha ChEM-
HOM HOCHUTEJIe Pe3yIBTaThl U3MEPEHUN, MTaHHOe WCCIIe-
TIOBaHUE CTAJIO PEaTbHO BBITOJIHUMBIM B aMOyJIaTOPHOM
MpaKTUKe W B JOMANTHUX yciaoBusX. C MOMOIIBIO TIOKa
eMMHCTBEHHOTO OGMUIIMATBLHO  3aperMCTPUPOBAHHOTO
B Poccuu mopratusHoro Fe,-ananuszaropa NObreath
(Bedfont, England) B Hallleil KiiuHuke ObLJIO 00C/IEeI0BA-
Ho 100 marmmeHTOB (65 MaTbUMKOB, 35 MEBOYEK) B BO3-
pacre 6—17 jieT ¢ OpOHXMAIBLHOW aCTMOW pPa3IUYHOMN
CTeTICHU TSKecTH. B Xone mcciienoBaHUs YCTAaHOBIICHO,
YTO MaHHBIN ra30aHAIU3aTOp B CPaBHEHUU CO CTaIlMO-
HapHBIM XEMWIIOMWHECIICHTHBIM TIPUOOPOM 0OJIamaeT
MEHBIIIEH YyBCTBUTEIBHOCTHIO, OMHAKO C YIETOM TIOpTa-
TUBHOCTH W TIPOCTOTHI U3MEPEHUSI OH MOXKET OBITh PeKO-
MEHIIOBaH JUISI CKPUHWHTOBOTO BBISIBJICHUS TTAllIEHTOB

C CYLIECTBEHHBIMY OTKJIOHEHMsIMY YPOBHsI Fe, a Takske
IUJISI UTHAVMBUIyaJIbHOTO MOHMTOpUHTA [5, 17].

CrenyeT OTMETUTb, YTO MOHWMTOPUHT BBIIBIXaeMO-
IO YPOBHS OKCHJIA a30Ta Y MaIllMeHTOB C OpOHXUATbHOM
acTMOI HaXOIWT Bce OoJIbIee pacipoCcTpaHeHWe B MUpPe
U ceituac ycrielrHo UCroib3yeTcs B 15 crpaHax Mupa, B TOM
yycie — B Ka4ecTBe MHCTPYMEHTA ISl MHIWBUAYaTbHOI
ONTUMU3ALINY Ga3VCHOM Tepanuu 3aboneBanus [16, 17].

B Hareit KMMHMKeE Takke OTTPOOOBaH ra3oaHaan3aTop
ANALYZER CLD88 (ECO MEDICS®, IlIseiiuapust),
BOTUTOTUBIIUIA B ce€0sT HOBBIN MOAXOA K (DyHKIIMOHATb-
HO# OWarHOCTHKE, a UMEHHO (PpaKIMOHHOE OIpese-
JneHue Bbiabixaemoro NO, Mo3BoJjisolIee HE TOJbKO
YTOYHUTD XapaKTep MaToJIOTMUYECKUX M3MEHEHWI B bIXa-
TEBHBIX TYTSIX, HO U BBISIBUTH TOMMKY TopaxkeHus. O6-
cnenoBaHbl 120 nereit B Bo3pacte 2—18 net (8,2+2,4 rona)
¢ OpoHxuaabHOM acTMol (7#=99), MepBUYHON IMJIMAPHOK
nuckuHesueil (n=12), TrUNEepuYyBCTBUTEIbHbIM ITHEB-
MOHUTOM (n=4), alepru4eckuM OpoHXUTOM (n=3).
TTpoBeneHa HeMHBa3WBHAsI OLleHKa (DpaKIIMil BBIIBIXae-
moro NO: 112 ogMHOYHBIX JbIXaTeJIBHBIX TECTOB C OIIpe-
nenenneM Fe ;60 KOMILTEKCHBIX IbIXaTENbHBIX TECTOB,
MPU KOTOPBIX MALIMEHT CITOKOWHO IBIIIaT Yyepe3 MacKy
B TeUEHNE MUHYTHI; 45 aJIbBEOJISIPHBIX TECTOB C PACUETOM
Ca,, (xoHueHtpauuun NO B anbpeonax), Caw,, (KoH-
neHTpanry NO B TKaHSIX BEPXHUX JbIXaTeJIbHBIX MTyTei);
Jaw,, (ckopoctu nuddysun NO), Fe, . (akcTpanonu-
poBaHHoro 3HaueHust FeNO nipu V =50mi/c), Daw,

BbLIOXA

(ckopoctb noroka NO 13 BepXHUX AbIXaTeJIbHBIX MyTei);
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PLIC_VHOK . YDOBeHb OKCHAA a30Ta B BbIIBIXa€MOM BO3/1yXe Yy 00CJIeI0BAHHBIX JETEll.

IIpumevanue: JIBA — nerkas 6ponxuanbHas actMa; CBA — cpenHersikenas 6ponxuaibnas actma; TBA — Tskenas OpoHxuaibHas
actma; Ab — annepruyeckuii Oponxut; I'Il — runepuyBcTBuTebHbIE nHeBMOHNT; BJIC — Oponxonerounas cucrema; ITII — nep-
BUYHAS UIMApPHAs TucKuHe3ust; MB — mykoBucumaos. JlocToBepHOCTh pasiMymii: monapHo B cronouax * — p<0,01, ** — p<0,03;

B CPaBHEHUH CO 310poBbIMH JeTbMH + p<0,03.
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77 naszanbHbiX TeCTOB (NO, ), TO3BOJISIIOIIMX aHATU3K-
poBaTh BO3/1yX U3 MOJOCTU Hoca [14].

B xome wmccnenoBaHusi BhIICHWIOCH, 4To 80% Ta-
LUMEHTOB ¢ OpoHXManbHOW acTmoii umenn Fe,,>30ppb
(mpu HOpme 10—20ppb), mpu stoM 13 gereit ¢ nerkoit
OpOHXMAJIbHOM acTMOi 0e3 0a3MCHOro JIeYeHUs WMe-
JIM 3HAYUTEJBLHO yBeNTUUYeHHbIH Fe (41,7—168,7ppb);
4 maimeHTa c JeTkoi OpOHXMAIbHOI aCTMOM B CTAOWIIb-
HOM COCTOSTHWMHU, TTOJTyYaloIInX 0a3uCHYIO Teparuio Kpo-
MOHaMM, JAEMOHCTPUPOBAIM TIPU3HAKU OPOHXMATBHOM
TUTIEPPEaKTUBHOCTU U TaKKe MMETN BBICOKUI YPOBEHb
Fe,, (59,3—185,1ppb). 19 mereit ¢ yacTUYHO KOHTPOJIM-
pyeMoii TsKeI0it OpOHXMAIbHON acTMOM, TOJTyJalolInX
6asucHyio Tepanuio kKomMomHupoBaHHEIMU UT'KC B BBI-
COKMX J103aX, HECMOTPSI Ha TIPOBOAMMOE JIeYeHUEe, MMEITH
BBIpaXX€HHBbIE TPW3HAKKA aJlJIEPTMYEeCKOTO BOCTIAJIECHUS
CIM3WCTOM IbIXaTeTbHBIX TyTel — Fe,, y HMX cocTaBuit
33,5110, 1ppb. [IBa pebeHKa ¢ TIKeI0i OPOHXMATBHOI
acTMOM Ha 5-i1 cTyreHu 0a3ucHOI Tepanuu (KOMOMHU-
poBaHHble UT'KC B BeicOKMX mo3ax + aHTtu-IgE-Tepa-
nus Kcomapom) nmenn Fe . =89,4ppb u Fe ;= 60,7ppb,
YTO TaKKe KOCBEHHO CBUIETEILCTBOBAJIO O HEOCTATOYHO
3((HEKTUBHON MPOTUBOBOCITAIMTEILHON Tepanuu. BbI-
sIBJIeHA KOPPEJISIIIUS MEXIy pe3yabraTaMu OJWHOYHOTO
nbrxateabHoro tecta (91,3+6,5ppb mpu Hopme 1o 20 3pb)
1 KOMIUIEKCHOTO AwIxaTesibHOro tecra (36,7%3,8ppb
pu HopMme 1o 8ppb; +=0,69) y 34 nmeTeit co 3HAYUTEITb-
HO yBeluuyeHHbIM Fe, , (Gomee 35ppb), 4TO MO3BOJIKUIO
HaM pPeKOMEHIOBaTh KOMIUIEKCHBIN JIbIXaTeTbHBIN TECT,
MPOBOAVMBIN TIPU CITOKOWHOM IBIXaHWUU Yepe3 MAacKy,
JUTSI OLIEHKM CTETIEHU aJUTEPTUYECKOTO BOCTIAICHUS IbIXa-
TEBHBIX MyTel y MAlMEHTOB MJIaIIIETO BO3pacTa.

ITpu ouenke Ca,, (KoTopasi, COTJTaCHO TaHHbBIM JIH-
TepaTypbl, OTpaXaeT BBIPaXXEHHOCTh aJbBEOJIIPHOM
IUCOYHKIIMKA U HanboJsiee BbICOKA MPU TOPMOHAbHO3a-
BUCHUMOM TSKEJIOl OpOHXMATbHONM acTMe) JOCTOBEPHOI
KoppenAaunn Mexay Fe, n Ca, BBHIABUTE HE YHaIOCh.
ITpuuem Ca,, He 3aBucen oT oObeMa Tepanuu. Caw,
yMepeHHo koppeauposan ¢ NO,_ - (+=0,58). Bbicokas
npsMas Koppensuus Obuta BbiABIeHa y Jaw,, ¢ Fey,
u Fe . (=0,82; r=0,78), obpatHas — mexmy Dawg
u Ca,, (r=—0,73). IIpun satom Fe, OTUETINBO KOPPENU-
posai ¢ Fe (r=0,89). Okazanoch HEOXMIAHHBIM TAKXKE
10, 9yto NO_ ObUI 3HaUMMO yBenuyeH b y 10% neteit
¢ OpOHXMAJTbHOW acTMOM, XOTS XKaJoObl Ha CHMITTOMBI
KPYTJIOTOAWYHOTO pUHUTA UMenn 85% neteit ¢ GPOHXU-
aJTbHOM acTMOM. DTO yKa3bIBaeT Ha HEATOIMMYECKYIO TIPU-
POy pUHUTA Y TOAABISIONIETO YMCIa 3TUX O0IBHBIX! Pe3-
Koe cHuxenne NO_  Habmonanu y AeTei ¢ nepBUYHOM
muiuapHoit nmuckunesueir (31,313,8ppb; 7,7—47,4ppb
npu Hopme 100—1000ppb). ITpu stom NO_ . koppenupo-
Bas ¢ Fe, (+=0,78) 1 KOMIUIEKCHBIM JbIXaTEbHbIM Te-
ctom (r=0,68).

Takum o0Opa3oMm, ompenenacHUE pa3IMIHBIX (GpaK-
uii Beinbixaemoro NO y nmerteii BecbMa 1ieJecoo0pa3Ho
IS CBOEBpEMEHHOM TMAarHOCTUKY OPOHXUATLHOM aCTMBI
1 OLIEHKHU 3(P(HEKTUBHOCTH €€ TepaIiiy; BhISIBICHUS XPO-

OB30PbI JINTEPATYPbI

HUYECKUX 3a00JIeBaHMI JIETKUX aJlJIEPTUYeCKON MPUPO-
IIBI ¥ B KOMITJIEKCE TMAarHOCTUKY TIEPBUIHOM LIUTUAPHOI
TUCKUHE3WU.

B HacTosiiiee BpeMsT Takke CTAHOBHMTCS Bce Ooliee
aKTyaJIbHOM TIpobJieMa KypeHUsT Cpely TalMeHTOB IeT-
CKMX TiyJbMoHoJioroB [20—22]. B Hameit kiuHukKe 00-
caemoBaHbl 60 manreHToB (45 MalbYMKOB, 15 meBovek)
B Bo3pacTe 6—18 j1eT ¢ GpOHXUATBHOM aCTMOM pa3InYHOM
CTEMeHM TSXKEeCTH Ha copaepxkaHue yrapHoro rasa (CO)
B BbIIbIXaeMOM Bo3ayxe ¢ mnomolisio CO-aHaamzaTopa
Smokerlyzer (Bedfont, England). IlpoctoTta abixateib-
HOTO MaHeBpa JeJIaeT nporenypy usmepenus CO_ no-
CTYITHOM JUTSI OONBIIMHCTBA JeTeit ctapiie 6 netT. Cpenu
00cJIeIOBAaHHBIX JIETei ObLIO BBISIBIEHO 13 aKTUBHBIX Ky-
PUJIBIIMKOB B Bo3pacte oT 13 1o 18 yiet: cpeaHuit ypoBeHb
CO,,,y nux cocrasui 7,9£0,4ppm (4—16ppm npu HOpme
10 2ppm; lppm — 1 yacrtuua rasza Ha 10° gacTui Bo3my-
Xa); Bce OHM HAXOIUJIUCh B KIIMHUKE B CBSI3M C TSKETBIM
TeyeHeM OpPOHXUATbHOI aCTMBI U (haKT KypeHUs OTpH-
manu. I[TaTHaamaTh malyMeHTOB, OTHOCUBIIMXCST K KaTe-
TOPUM MMACCUBHBIX KYPUJIBIIUKOB (B UX CEMBSIX POIUTE-
JIN WU OJU3KHWE POACTBEHHMKM KYPWJIM JOMa), UMETn
CPEeTHUN YpOBEHb Cosbm 1,5+0,3ppm (0—2ppm),
YTO JOCTOBEPHO HE OTIIMYAJIO MX OT TPYMIIBI AeTeil, He-
9KCITIOHUPOBAHHBIX K TabauyHOMY AbIMY [n=32, cpenHuii
yposerb CO_ = 1,4+0,4ppm (0—2ppm)]. OnHako cpenu
MaIMeHTOB, MOABEPXKEHHBIX TACCUBHOMY KYPEHUIO, TIpe-
obnamany netu ¢ 6oJiee TSOKebIM TeYeHUEM OpOHXUATb-
Holi acT™MBbI. [TosydeHHBIe pe3ybTaThl CBUIETEIbCTBYIOT
0 TTIOTEHUIMAJBbHOW MPAaKTUYECKONW 3HAYMMOCTU HCITOJb-
3oBaHusl CO-aHaIU3aTOpPOB B NETCKOM IMyJbMOHOJOTU-
YeCKOU KIIMHWKE JJIsI BBISIBICHUST aKTUBHBIX KyPUJIBIIN-
KOB B IIeJISIX TTPOBENEHUST apeCHBIX aHTUCMOKWHTOBBIX
MporpaMM U MOHUTOPMHTA X 3deKkTuBHOCTU. Bompoc
0 TIpakTUYeckKoM wucriojb3oBaHun CO-aHaIM3aTOpOB
IJIST OLIEHKW BJIUSHUS TIACCUBHOTO KYypeHUsl TpeOyeT
JaJTbHEWIIEero N3YUYeHMSI.

OmHUM U3 METOIOM, PACIIUPSIIONINX TPEeICTaBIeHNE
0 TIporieccax, TPOUCXOASAIINX B AbIXaTETbHBIX MYTSIX, SIB-
JISIETCS aHaJIM3 KOHJAEHcaTa BhIIbIXaeMoTro Bosmyxa [23].
SBASACH TIPOCTBIM Y HEWHBA3WBHBIM METOIOM OIIEHKHU
CTETIEHW BOCTIAJICHUS B JBIXaTEJIBHBIX MYTSIX, OH MOXKET
OBITh MCIIOJIB30BaH B Hesax auddepeHIInaabHON amra-
THOCTHKMY U JUTSI KOHTPOJISt 5 (HEKTUBHOCTU TPOBOIANMOI
Tepanuu. YCTaHOBJIEHO, YTO M3MEHEHUSI COCTaBa KOH-
JleHcaTa M BBIIbIXaeMbIX MapKepOB OTPakaloT Hapylle-
HUSI, KOTOPbIE MIPOUCXOIST B KUAKOCTHOM CJIO€, TTOKPHI-
BaloOIIeM IMOBEPXHOCTh OPOHXMAILHOTO IepeBa. MeTon
MOJTy9eHUsT KOHIeHCaTa BBIIBIXaeMOTO BO3IyXa HE OKa-
3bIBACT BIMSIHUSI Ha (DYHKIIWIO JIETKUX W BOCHAJIeHUE.
Jnst nonyuenust 1—3 mi koHaeHcaTa Heooxonumo 10—15
MWH CITOKOWHOTO IbIXaHWs 4Yepe3 CIelUaTbHbIA POTO-
BOIl MYHAIITYK, CHAOKEHHbBII KJIallaHOM, He MO3BOJISIIO-
MM CMEIIBAThCS BIBIXa€MOMY U BBIIBIXaeMOMY BO3-
nyxy. BeImbIxaeMbIit BO3IyX B KOHIEHCOPE OXJIAXKIACTCS
TasIIMM JIBIOM WM pepUKepaTOPHBIM YCTPOMCTBOM,
YTO TMPEIMSITCTBYET Pa3pyIIeHUI0 HEKOTOPHIX MapKepoB.
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lem/zemcoea C.D. u coasm. COBpCMCHHbIC BO3MOXHOCTH (IlyHKHHOHaJleOﬁ JUArdHOCTUKU BHEIIHETO JbIXaHUA yﬂCTeﬁ

DHIOTEHHbIE OKUCIUTEIbHBIE U BOCIAIUTENIbHBIE MPO-
LIECCHI B JbIXaTEJIbHBIX IMTSIX MOXHO OTPEAeISITh B KOH-
JIeHCcaTe BbIIBIXaeMOTO BO3MyXa C MOMOIIBIO U3MEPEeHUS
pH, Mennaropos BocnaneHus u okcunantos (H,0,), me-
TabOJMTOB apaxuIOHOBON KUCJIOTHI (MpOCTarjiaHAvuHBbI,
TPOMOOKCaHbI, U30TIPOCTAHBI 1 JIEUKOTPUEHBI) U OKCUAA
a3oTa (HUTpUTHI U HUTpaThl). HemHBa3uBHOe omnpenene-
HUE W aHaJiM3 9TUX BEIIECTB B KOHIEHCATEe BbIIbIXaeMO-
ro Bo3jayxa 0ojiee MH(GOPMATUBHO, YeM B Mpobax KpoBHU
u Mouu [24].

K nepcrnieKTMBHBIM METOIMKaM, IMO3BOJISIOIIUM B pe-
KMMeE peajbHOrO BpeMeHU OLIEHMBATh XapaKTep W Bblpa-
JKEHHOCTb U3MEHEHU B IbIXaTeJbHBIX MYTSIX, OTHOCUTCS
HcCcleloBaHUE KJIETOYHOIO COCTaBa WMHAYLIMPOBAHHO
MOKpPOTBI, MO3BOJISIONIEE CYAUTh O XapaKTepe BOcCIa-
JINTEJIBHOW peakiiuy, TPOBOAUTH AuddepeHImatbHy0
JIMAaTHOCTUKY XPOHWYECKHUX OpPOHXOJIETOYHBIX 3aboJie-
BaHMH, OCYILIECTBISITh KOHTPOJIb 3((HEKTUBHOCTU Jieue-
HUST B nMHaAMUKe [25, 26]. [laHHast MeToanKa He TpeOyeT
CelMaJbHOTO O0OpYyAOBaHUsI, Majao3aTpaTHa, HEWHBA-
3MBHA U MPOCTa B UCTIOJTHEHUH, UTO TTO3BOJISIET YCTIEIITHO
MPUMEHSITD ee y IeTelt pa3Horo Bo3pacta. MccienoBaHue
KJIETOYHOTO COCTaBa WHIYIIMPOBAHHOW MOKPOTHI JaeT
Mpe/CTaBIeHNE O BOCHAIUTEILHOM MPOLECCE HA YPOBHE
OponxoB. Tak, y 3MOpPOBBIX JIMI OTMEYAETCS] HEBBICOKUA
IIMTO3, ColepkaHUe 303MHOGMUIIOB He TpeBbImacT 1%.
IIpu OpoHXMaNbHOI acTMe€ OTMEYaeTcsl BBICOKOE CO-
nepxkaHue 303MHOGUIOB, MakpodaroB, HEWTPODUIOB
u HMU3Kkoe — JauMdouuToB. [lo MHEHUIO OOJIBITMHCTBA
SKCIIEPTOB, YPOBEHb 303MHODWIOB Gojiee 3% ciemyer
paclieHMBaTh KaK BBICOKMI1; MOHUTOPUPOBAHUE D03MHO-
GuIMu MOKPOTHI JAaeT BO3MOXHOCTb OLIEHWUTH CTENEeHb
BBIPaKEHHOCTU aJIJIEPTMUECKOT0 BOCIAJIEHUsI OPOHXOB.
BrisiBiieHa KoppessiiiMoHHas CBSI3b MEXy KOJIMYECTBOM
D03UHO(UIOB B MHAYLIMPOBAHHOK Mokpore u Fe,
cofepXaHueM 303UHO(MWIIOB B JIaBaXXHOW KMIKOCTHU
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ITepBrunasi npoUIAKTHKA aTONMYECKOTO AEPMATUTA Y JeTeil
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Primary prevention of atopic dermatitis in children

E.E. Varlamov, A.N. Pampura

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Ministry of Health of the

Russian Federation, Moscow

ATONHYECKMii TePMATHT SBJISETCS XPOHMYECKHM PELMINBUPYIOMINM 3200/I€BAHNEM KOXKH, CONPOBOKIAIONIMMCS 3YA0M, CYXOCTbIO
KOKH, 9K3eMaTO3HbIM BocniasieHueM. Y 5—10% nauueHToB 0TMEYaeTCs HeNPePHIBHO PelMANBUPYIOLIee TedeHne 00JIe3HHU, YTO ABJIA-
eTCsl NPMYMHON 3HAYMTEILHBIX MATEPUAJIBHBIX 3aTPAT HA JieYeHue, a TAKXKe MOXKET NPUBECTH K HHBAJIUIM3ALNH U PE3KOMY CHILKE-
HHIO KA4eCTBAa XKU3HH NanueHToB. B 003ope npeacTasiena uagopmanus o nepcneKTHBHBIX HANPABJIEHUSX B NPO(UIAKTHKE Pa3BU-
THS1 ATONMYECKOTO JePMATUTA Y JeTeil U MPOAHAIM3UPOBAHA BO3MOXKHOCTD UX MPUMEHEHUS B KIIMHUYECKO MPAKTUKE.

Karoueevte caosa: demu, amonuueckuii depmamum, nepeutHas NPoPYUAGKmuKa.

Atopic dermatitis is a chronic recurrent skin disease accompanied by itching, dry skin, and eczematous inflammation. In some of
5—10% of patients, the disease is noted to be continuously recurrent, which causes considerable financial costs of treatment and may
give rise to disability and dramatically worse quality of life. The review gives information on promising areas in the prevention of atopic
dermatitis in children and analyzes the possibilities of their clinical application.

Key words: children, atopic dermatitis, primary prevention.

TOMMUYECKUI AEPMATUT — XPOHUIECKOE PELIMINBU-
ADYIOH_ICC 3a00JieBaHUE KOXHW, COMPOBOXKIAIOIIEECS
3Y/IOM, CYXOCTBIO KOXHU, DK3eMaTO3HBIM BOCIAJICHUEM.
OCHOBHBIMM XapaKTePUCTUKAMU aTOTTMYECKOTO Jep-
MaTHhTa SIBJISTIOTCSI BBIPAXKEHHBIM KOXHBINA 3yII, pelu-
IHUBUpYIOIIee TeYeHWE W, KaK TPaBUIO, HAYalo B paH-
HeM Bo3pacTe. PacmpocTpaHeHHOCTh 3a00JIeBaHUS
y nmeteii coctaBisieT 15—30%, npudem y 45% GONBHBIX
3a00JieBaHNe BO3HUKAET B TeUeHME TTEPBBIX 6 MeC JKU3-
Hu [1]. HecMoTps Ha TO 4TO Ha ceromgHsl pa3paboTaHbI
JIOCTATOYHO TONPOOHBIE PEeKOMEHIALMU TI0 BEISCHUIO
OONBHBIX, Y YacTH marueHToB (5—10%) oTmeuaeTcs He-
MpepbIBHOPELIMANBHUPYIOIIee TeueHUe O0JIE3HM, UTO SIB-
JISIETCST IPUYMHON 3HAUYUTEIbHBIX MaTepUabHBIX 3aTpaT
Ha JiedeHre, a TakKke MOXKET MPUBECTU K MHBATUAM3A-
IIMX U Pe3KOMY CHMXXEHUIO KauecTBa XU3HU aeteit [2].
B ar0i1 cBSI3M pazpaboTKa MeTOA0B NMPOGUIAKTUKH pa3-
BUTHUST aTOMMYECKOTO JiepMaThTa MpuodpeTaeT ocooylo
aKTyaJbHOCTb.

JlornyHo MPeaImoNOXNUTh, YTO MEPBUIHYIO TTPO(UITAK-
TUKY aJUlepTUYecKuX 3a00JIeBaHUIA 11e1eco00pa3Ho Tpo-
BOIMTD TOJIBKO IETSIM U3 TPYIMITBI BEICOKOTO pricka. Ha ce-
TOMHSIIHUI JIeHb HamboJjiee ymoTpebisieMble KPUTEPUU
py pOpMUPOBAHUU TPYITITBEI PUCKA — HAJTUYNE aJIepPTi-
yecKux 3abojieBaHUl y ponuTteseit u/umm cubcon. Ha oc-
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HOBaHWM JAHHBIX KPUTEPUEB MEepBUYHAS TTPOPUIAKTHKA
aJIepruuyeckux 3a00JeBaHUi JIOJKHA OCYILECTBISITHCS
y 14,5% nereii [3]. Takum 06pa3oM, MpoBeIeHNE TTEPBUY-
HOU MpO(MUIAKTUKNA MOXET MOTPebOBaThCsS MOCTATOYHO
00JIbIIOMY KOJIMYECTBY AeTeil. B aToii cBsI3u 0co0y10 aKTy-
aJIbHOCTh MpHOOpeTaeT 10Ka3aTesIbcTBO 3((HEKTUBHOCTU
MPOBOIUMBIX TTPOMPUITAKTUUECKUX MEPOTTPUSITUIA.

B Hacrosiiiee Bpemsi mpenjiaraeTcsl psii Mepcriek-
TUBHBIX HampaBJIeHU B MPOMUIAKTUKE Pa3BUTHUS aTO-
MUYECKOTO IepMaTUTa B Te€UEHHE TIEPBBIX 3 JIET KU3HMU:
KOppEeKIIUS MUTaHUsI pebeHKa Ha TepBOM TOAY KU3HU,
BJIMSTHAE HA COCTOSTHUE KUIIIEUHOM MUKPOMIOPHI, BBEE-
HUE B MTUIIEBOM pallMOH 100aBOK (HalmpuMep, BUTAMUHA
D, donueBoit KUCIOTHI), paHHEE MCKIIOYEHUE KOHTaK-
Ta C MHTAJSIIMOHHBIMU aJlIepreHaMu, TIpeIoTBpalleHne
MOBPEXIECHUS SITUAEPMaTbHOTO Oapbepa. Hirke Kaskablin
W3 3TUX MMOJIXO00B IIpOoaHAIM3UPOBaH 0oJjiee ITOIPOOHO.

OmHMM U3 BO3MOXHBIX TPOGUIAKTUYECKUX Me-
POTIPUATHUIA SBJISIETCS €CTeCTBEHHOE BCKapMJIMBaHUE.
CynrtaeTcsi, 4YTO TIPOTEKTUBHBIN 3(@eKT TpyaTHOTO
BCKapMJIMBaHUSI MOXET ObITb OOYCJIOBJIEH CJIEIYIOIIM-
MU (haKTOpaMU: CHIKEHUEM 3KCTTO3UIIMU WHOPOIHBIX
MMPOTEVHOB; HAJIMYUEM CEKPETOPHOTO WMMYHOTJIO0Y-
JuHa A (sIgA) B rpynHOM MoJiOKe, 3allMTON OT uyxKe-
POIHBIX TPOTEMHOB M MUKPOOPTAaHU3MOB; HATUIUEM
pacTBOPUMBIX (HAKTOPOB, MHAYLMPYIOIIUX CO3PEBAHUE
KHIIIEYHOTO Gapbepa U UMMYHHOTO OoTBeTa. [IpuueM pe-
3UCTEHTHOCTD SIgA K TIpOTE0 M3y B MUIEBAPUTETLHOM
TpakTe M CHMXEHUE TPOTEOJUTUYECKONW aKTUBHOCTH
B KMIIIEUHUKE pebeHKa MepBOro rojaa KU3HU TTO3BOJISI-
eT slgA B3aMMOJENCTBOBATh B KETYIOYHO-KUIIEYHOM
TpaKTe C YyXKEePOIHBIMU OeJIKaMU.
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Ha wnacTtosmmii MOMEHT TpyaHOE BCKapMJIMBaHWE
MTO3UILIMOHUPYETCST KaK CPEACTBO MPOGUIAKTUKI Pa3BU-
THS aJlJIepPTUIecKUX 3a001eBaHUii, B YaCTHOCTHU, aTOMH-
yeckoro aepmaTtuta. OmHaKO MHEHME MCCIIenoBaTeeit
10 3TOMY BOTIPOCY HeomgHo3HauyHo. Hampumep, mokasa-
HO, 4TO UCKJIIOUUTETHLHO IPyIHOE BCKapMJIMBaHUE B Te-
yeHne 4 Mec XXM3HU 3HAYMTETbHO CHUXKAeT PUCK pa3BU-
THSI CEeHCHOMIU3any K OeJIkaM KOpPOBBLEro MoJoKa [4].
B 1o xe Bpemsi C. Flohr u coaBT. He BBISIBUIM J0Ka3a-
TETbCTB, YTO MCKIIOUUTETHLHO TPYAHOE BCKApMIIMBaHHUE
B TeueHMe 4 MeC XU3HU JTaeT CYIIeCTBEeHHbIN MPOTEKTUB-
HBII 2 HEKT B TJIaHEe aTONMMYECKOro AepMartuTa [5].

MeTaaHau3 TakKe He MO3BOJISIET JaTh OKOHYATETbHOE
3aKitouyeHrne 00 3GhQGEKTUBHOCTH TPOMUIAKTUYECKOTO
nercTBUS TpynHoro BeckapmimBaHust. Tak, M. Gdanovich
U COABT. TMOKA3aJIM, YTO TPyIHOE BCKapMJIMBAHUE B Teue-
HMe MePBBIX 3 MeC KU3HU TTOKA3aHO JETIM, POTUBIITUMCST
y Matepeii ¢ arornueit [6]. B mpyrom metaaHanm3e, Hampo-
TUB, YOEIWTETbHBIX HOKA3aTeJbCTB MPEBEHTUBHOTO 3(h-
(hekTa rpyIHOTO BCKapMIMBaHUSI TTOJIy4eHO He ObuIo [7].

HeonHo3HAauHOCTh  OLEHKHW  MPOMPUIAKTUYECKOTO
¢ deKTa ecTeCTBEHHOr0 BCKapMJIMBAHUS Ha pPa3BUTHE
aJUIepTUM  MOXET OOBSICHATHCS METOHOJOTUIECKUMU
CJIOKHOCTSIMU B TIPOBEIEHUU MOAOOHBIX MCCIEIOBAHWIA.
K HUM OTHOCSTCSI PeTPOCTIEKTMBHBIN OU3aiiH MHOTHUX
WCCNIeIOBAHUI, OTCYTCTBUE YETKOTO Pa3IMuUsl MEXKIy
«TPYAHBIM» U <«UCKIIOYUTEIBHO TPYIHBIM» BCKAPMIIU-
BaHUEM, HEIOCTATOYHAST KOMITJIA€HTHOCTh BBITIOJTHEHUST
pekomeHmamnuii. Kpome Toro, BeposTHO, 4TO TPYIHOE MO-
JIOKO B 3aBUCUMOCTH OT KOHIIEHTPAIIUN Pa3TNIHBIX Cy0-
CTAaHIIMI B €ro cocTaBe (MUIIEBBIX OEJTKOB, OJMTOcaxa-
PUIOB, UMMYHOTJIOOYJTMHOB, IINTOKMHOB) MOKET UTPaTh
KakK 3allUTHYIO, TaK ¥ MPOBOLIMPYIOIIYIO POJIb B (hOPMU-
pPOBaHWU aJUIEPIrMYECKUX 3a00JIEBaHUIA.

OnuH M3 aKTyaJbHBIX acTlieKTOB MEePBUYHOM Mpodu-
JIAKTUKU aTOMMYECKOTO IepMaTUTa — BOIPOC O HEOOX0-
JUMOCTH OTpaHUYEHMSI TMEeThl MaTepu BO BpeMs JlaKTa-
LIMU. AHTUTEHbl KOPOBBbETO MoOJIOKa ([B-71aKTOrI00YINH,
Ka3euH U y-1J100yarH) [§], oBaibOYMUH KypUHOTO siilia,
rMaauH, 6eaku apaxuca [9] oGHapyXuBaloTCs B 0OJb-
IIMHCTBE 00pa3lioB TPYAHOTO MOJOKA B TeueHue 1—6 4
rmocjae TOTpebIeHUsT KEHIIWMHAMU COOTBETCTBYIOLINX
MUIIEeBBIX MPOAYKTOB, HE3aBUCUMO OT HAJTUYUST Y HUX
anmepruyeckux 3adoneBanuii. Ecth nccnenoBanus, momi-
TBepXKIalolle B3aMMOCBSI3b OUETHI MaTepyd BO BpeMs
OepeMEeHHOCTH M Pa3BUTHSI CEHCUOMIU3ALMU y pebdeH-
ka. Harmpumep, rmokasaHo, 4To y ieTeil, MaTepr KOTOPBIX
BO BpeMsT OepeMEHHOCTH €T apaxuc, OTMEJaJics BBICO-
kuii (>5 kE/n) ypoBeHb crnetiuduueckux IgE x naHHOMY
npoaykty [10]. [ToaToMy B psizie cTpaH peKOMEH10BaJIOCh
B TTEPUOJI JIAKTALIUM MCKITIOYATh U3 pallMOHa MaTepeit ne-
Tel TPYIITBI BEICOKOTO pHCKa apaxuc, KOPOBbe MOJIOKO,
opexu, KypuHble siiia, peioy [11]. OgHako MpoTeKTUB-
HBII 39 (EKT 3TOI peKOMEeHAAIMN Ha YaCTOTY U TSKECTh
JiepMaTUTa TTOATBEPXKIEH He BCEMU aBTOPAMH.

B xoxpeitHOBCKMX 0030pax MmoKa3aHo, YTO UCKITIoUe-
HUE MOJIOKA, KYPpUHOTO Silla U IPYTMX MOTEHIIMATBHBIX

OB30PbI JINTEPATYPbI

aJIJIepreHOB B TeueHUe 0epeMEeHHOCTU He CHUXKAEeT pUC-
Ka pa3BUTHS aTONMUYECKOTO aepMarurta y nereit [12, 13].
Taxke He Obuta nmokazaHa 3(h(PEKTUBHOCTD Ha3HAYEHMSI
9JIMMUHALIMOHHON JMEThl MaTepu BO BpeMsl TPYIHOTO
BCKapmiiMBaHus. BMecTe ¢ TeM puUCK pa3sBUTUSI HYTpH-
TUBHBIX OCJIOXHEHUH il pedeHKa BCeNCTBUE Orpa-
HUYEHUST MaTePUHCKOW AUETHI BO BpeMsl OepeMeHHOCTH
U JJaKTallM¥ TIPEBBIIIAeT PUCK aTOMUYECKOTO IepMaTUTAa.

IIp1 HEBO3MOXHOCTH €CTECTBEHHOTO BCKapMJIMBa-
HUS B KayecTBE MeTola MPO(UIaKTUKHA aTOMMYECKOTO
JIepMaTUTa TpeajiaraeTcsl MCIoIb30BaHUE TUIPOJIM30-
BaHHBIX cMeceil. [lo pesynabraTaM psiza MpoBeIEHHBIX
B MOCJIEIHUE TO/Abl PAadOT ObUIO CAENAHO MPEANOI0XKe-
HUE, YTO IJIUTEJIbHOE BCKAapMJMBAaHUE THUIPOJIU3HBIMU
CMECSIMU CYIIIECTBEHHO CHUMXaeT PUCK aTOMMUYECKOIO
JepMaTtuTa B paHHeM Bo3pacte [14—17]. OmHako HeT
eIMHOTO MHEHUsI, KaKue CMeCU — YaCTUYHO WJIM BBICO-
KOTUIIPOJIM3HbIE — HauboJjee 11eJ1ecoo0pa3HO UCIOJb-
30BaTh JUISI MEPBUYHON TpoduiakTuku. Hampumep,
B MCCJIeIOBaHUU ¢ OOJIbIIOI BhIOOpPKOI (n=2252) mpo-
JNIEMOHCTPUPOBAHO HanboJiee CyIIeCTBEHHOE CHUXKEeHUE
prcKa aTOMMYecKoro AepMaTuTa (BKJItouast ero TsKesble
¢dopMbl) B TeueHUe TiepBbIX 10 JeT XXKU3HU y AeTel, Mo-
JIyJ4aBILIMX HA TIEPBOM IOy XXM3HU BHICOKOTUAPOJIUZHYIO
cMmech. [IpeBeHTUBHBIN 3(P(eKT OOBIYHBIX, YaCTUYHO
U BBICOKOTUIPOJIM3HBIX CMeCeil Ha OCHOBE OEJIKOB ChI-
BOPOTKM ObUT MeHee BbIpaXeHHBIM [14]. BmecTe ¢ Tem
MeTaaHanau3, npoBeaeHHbI M. Iskedian u coaBT., mo-
Kaszajl, YTO MPEBEHTUBHBIN 3(P(PEeKT YaCTUYHO TUIAPO-
JIM3HBIX CMeCel COMOCTaBUM C TaKuUM Xe 3(pdeKTom
OT BBICOKOTHUIPOJIM3HBIX CMeceli (Ha OCHOBE KaK Ka3eu-
Ha, TaK 1 0eJKoB chiBOpoTKM) [18]. TTomyyeHHbIe naH-
HbIE OTHOCSTCS K JAETSIM, TTOJy4arolIuM UCKYCCTBEHHOE
BCKapMJIMBaHMe. PaHIOMU3MPOBAHHBIX UCCIIEI0BaHUIA,
BKJIIOYAIONIMX TAIMeHTOB, HAXOMASIIMXCS Ha CMellaH-
HOM BCKapMJIMBaHWUM, HE TTIPOBOIUIIOCH.

OnHnM 13 00BEKTOB MCCIEIOBAaHUI KaK (akTopa,
BJIMSIIONIETO Ha pa3BUTHE aTOMUYECKOTO IepMaTUTa, SIB-
nsiercst Mukpodiopa (MUKpoOuoTa) KuilleyHruka. EcTb
CBUJETEJIbCTBA, YTO Y JETEl C aTOMUYECKUM JepMaTH-
TOM OTMEUAaeTCs] CHUXXEHUE pa3zHOooOpa3usl KUIIEYHOMN
Mukpodaopsl [19], yTo 0OOOCHOBBIBAET TPUMEHEHHE
B Tepalnuu Tpe- U MpPOoOMOTUKOB — IperapaTroB, CMO-
COOCTBYIOIIMX HOpPMaju3allMu COCTaBa MUKPOOUOTHI
kumeyHuka [20]. B psine pa®ot rmoxkasaH IMOJIOKUTEb-
HbIE 3hdeKT oT NMpuMeHeHus Npobuotukon. Tak, T.
Enomoto u coaBT. MpoIeMOHCTPUPOBAJIU, YTO TIpUME-
HeHue Bifidobacterium breve M-16V wu Bifidobacterium
longum BB536 B TeueHMe 6 MeC CYIIECTBEHHO CHIKAET
pucK aTornuyeckoro aepmarura [21]. B Mmeraananuze 13
WUCCIe0OBaHUM, CBSI3aHHBIX C MCIIOJb30BAaHUEM TPO-
OMOTUKOB B TeUeHUE OEPEMEHHOCTH U Y JIeTelt paHHETO
BO3pacTa, MoKa3aHO CHUXXEHUE prcKa pa3BUTHUS aTOTIH-
yeckoro aepmatuta Ha 21% [22].

IToxoxue maHHbBIE TOJYYeHBI U OTHOCHUTEJIBHO Tpe-
ouotukoB. C. Gruber 1 COaBT. BHISIBWIN CHUXKEHUE pHCKa
aTOINUYECKOTO JIepMaTUTa y JeTeid, MOoJIyvYaBIINX CMECh
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¢ ripedbnoTukamu [23]. AHanu3 7 paHIOMU3MPOBAHHHBIX
KOHTPOJMPYEMBIX WCCIIEAOBAHUI TTOATBEpANS 3(hdheK-
TUBHOCTH IMPEOMOTHKOB B KAUeCTBE CPEACTBA MEPBUIHOM
npodUJIaKTUKU aTONMYecKoro aepmaTtuta [24]. B apyrom
MeTaaHaiu3e 4 WCClieIOBaHUI MTPUMEHEHUST PeOUOTH-
KOB B TTOCTHATAJIbHOM TIeproJie ObLTIO OTMEUEHO CHIKE-
Hue Ha 30% pucka pa3BUTHUSI aTOITMYECKOTO IepMaTUTa
B nepBble 2 rona xu3Hu [25]. [IpeBeHTUBHBIN 3(PdeKT
MOXET 3aBUCETh OT KOMOWHAIIUY PUMEHSIEMBIX IPeOHOo-
TUKOB. Tak, KOMOMHAIIUS TTOJMAECKCTPO3bI, TATaKTOO -
rocaxapuoB W JJAKTYJI03bl CHU3WJIA PUCK aTOTTMYECKOTO
nepmaruta Ha 78% [12].

OnHako TIOMyYEeHHbIC TIOJOXUTEIbHbIE pe3yabTaThl
He TIO3BOJISIIOT BHEAPUTH MPO- U MPEOMOTUKH B IIUPO-
KYIO MPaKTUKY. B TpuBeAeHHBIX UCCCIOBAHUSIX TIPUME-
HSITMCh TIperaparbl pa3ndyHoro cocraBa. Kpome Toro,
MpakTUYeCKN He ucciaenoBajcs 3¢G@PeKT CoYeTaHHOTO
MpUMeHEHUsT Tpo- U TipedbuotukoB. CremoBaTelbHO,
IIJISI OKOHYATEJIbHOTO PelIeHusT BOIpoca O liejiecoodpas-
HOCTU TIPUMEHEHUST TPOOMOTUKOB KaK CpeACTBa MePBUY-
HOM TIPOGUIAKTUKYN aTOTTMYECKOTO JepMaThTa HE0OXO0-
UM aHaJU3 BIUSTHUS Ha JAHHBIA MPOIECC OTAETbHBIX
MPOOMOTUYECKUX IITAMMOB, B TOM YHCJIe B COYCTaAHUU
C pa3HBIMU TTPEOMOTUKAMH.

C HemaBHEro BpeMEHM OTMeYaeTCsl 3HAYUTETbHBIN
WHTEpEC K UMMYyHOMOAyIupytoiiemy 3¢h¢GeKTy BUTaMU-
Ha D mpu aTommmyeckoM aepMatute. Y HeTeil ¢ HU3KUM
YpOBHEM BUTaMKMHa D B CBIBOPOTKE KPOBU YCTAHOBJICHO
YBEJIMUEHWE PUCKA Pa3BUTHS aTOMMYECKOTO JepMaTUTa
U TSTKEeCTH ero TedeHus [26—28]. Bmecte ¢ TeM cyecTBy-
eT Hemajo paboT, MPOTUBOpPEYAIINX YKAa3aHHBIM BBIIIE
maHHBIM. Tak, O. Back u coaBT. mpomeMOHCTPUPOBAIH,
YTO yBEJMUEHHE TOTpeOJieHnsT BUTaMuHa D B IeTCTBe
VCUJIMBAaeT PUCK TOSBJICHUS aTOMWYECKOTO JepMaTUTa
B Bo3pacTe 6 jieT [29]. B npyrux paboTax TakKe ImoKa3aHo,
4yTO 100aBIeHNEe BUTaMrMHa D B palinoH pebeHKa Ha Tiep-
BOM TOJY XXM3HU YBEJIMUYMBAECT PUCK BOSHUKHOBEHUST ajl-
Jiepruyeckux 3adoneBaHuit [30—32]. CieayeT OTMETUTb,
YTO TIPU WHTETPETAIIMU JAHHBIX O B3aMMOCBSI3M YITO-
TpebieHns BUTaMuHa D B paHHeM BO3pacTe U pa3BUTHUS
aTOMMYECKOTO JAepMaTUTa HEOOXOANMO YYUTHIBATH IPY-
rue GakTopbl (CeMeiHBIN aljieproaHaMHes3, MpOHUIIae-
MOCTb CTEeHKM KUIIIEYHUKA, THTEHCUBHOCTh MHCOJISIINH,
COCTOSTHHE 3MUIepMaJIbHOTO Oapbepa M T.4.). B 1emom
Ha CerofHsIIIHUK JeHb 3(PdeKTUBHOCTHL BUTaMUHA D
B Ka4eCTBe CPEACTBA MEPBUIHON TTPOGUIAKTUKI aTOITH-
YeCcKOro JiepMaTuTa He TTOATBEePKIeHaA.

OmpauM u3 HakTOpOB IAaTOreHe3a aTOIMMYECKOro Jep-
MaTuTa SBIIETCS HapylleHne (PYHKIIUU KOXHOTO Oapb-
epa [33, 34]|. DrmmepMalbHEIN Gapbep BBITIOITHSIET PsIII
(bYHKIIMIA, HO OCHOBHBIMU M3 HUX SIBIISIIOTCS TTPEIOTBpa-
IeHEe Ype3MepHOl MOTepU BJIATH, 3alllUTa OT MPOHUK-
HOBEHMSI B KOXY aHTUTEHOB W TomaepxkaHue pH Koxu.
JedekT anumepMaabHOro Oapbepa yBeJIWYMBaeT TpaHC-
SMUIEPMATBLHYIO TOTEPIO BOABI, YTO MPUBOANT K CYXOCTH
KOXH U CIOCOOCTBYET TTPOHUKHOBEHUIO aJIJIEPTeHOB Ye-
pe3 Koxy, objerdasi ux B3aMMOJIEHICTBUE C JIOKAJIbHBIMU

AHTUTEHIIPE3CHTUPYIOIMMI KJIETKAaMU U TOCTIenyoliee
pa3BuTue ceHcubwmzauuu [35, 36]. B psae pador moka-
3aHO, YTO HapyllIeHUe SMUAePMaIbHOTO Oapbepa, Mpexkiie
BCETo, BCJEACTBUE MyTallMii B TeHe FLG, siBisieTcs cyle-
CTBEHHBIM (paKTOpaM pHUCKa aTOMUYECKOTo JaepMaTuTa
[37, 38] 1 mpuBOOUT K paHHEI CEHCUOMIN3aLNN KaK K WH-
TaJISIIMOHHBIM (OBITOBBIM, 3MTUAEPMaIbHBIM) [39—41], Tak
U K nuieBbIM ayiepreHam [42]. CrnenoBarebHO, MOXHO
BBIIEJTUTH JIBA BO3ZMOXKHBIX ITOIX0A CHKEHUS pHCKa BO3-
HUKHOBEHUSI aTOMMYECKOTO AepMAaTUTa: TIPOBEICHUE Me-
POTIPUATHIA TI0O CHUDKEHUIO SKCTTO3ULIMKA WHTAISILIMOHHBIX
aJUIepreHOB M TMPUMEHEHUE CPECTB, BOCCTAHOBJIMBAKO-
LIMX LIETOCTHOCTb KOXHOTO 6apbepa (IMOJIbSIHTOB).

XOTs1 y 3HAUMTEJIbHOTO KOJIMYECTBa MallMeHTOB C aTO-
MUYECKUM JEPMATUTOM BBISIBISIETCS CEHCUOMIM3AIIUS
K JIOMaIIHe# MbUIK, 3MUAEPMUCY KOIIKWA U CO0aKu, Ofl-
HO3HAYHBIX JaHHBIX O TpoduUIaKTUYeCKOM 3ddeKre
3JMMUHALMU JAHHBIX alJIepreHoB HeT. Tak, HelaBHO
MPOBENEHHBI MeTaaHalu3 TIoKa3ajl, 4YTO TPOBEACHHUE
SJMMHWHALIAY JOMAIITHEN MBIIN TSl TIEPBUYIHON Mpodu-
JIAKTUKM JepMaTuTa Helenecooopa3Ho [43]. AHamormy-
HBII BEIBOJL OTHOCTUTEBHO STMUAePMAaTbHBIX aJUIEPreHOB
OBLI clieslaH B cucTeMHOM 003ope S. Langan u coaBT. [44].
Bonee Toro, uMerTCst JaHHBIE, YTO SKCITO3UIIUS TOMAIII-
Hel TIBITM C paHHEro BO3pacTa YMEHbBIIAeT PUCK pa3BU-
TS aTONIMYecKoro aepMarurta [19, 45].

BbeccrniopHbix 1oka3aTenbcTB 3G (HEKTUBHOCTH 3MOJIb-
SIHTOB B KauecTBe CpeICTBa TMEPBUYHON Tpoduiak-
TUKU TakXe He MoJiyyeHo. B psie crarteit rokasaHo,
YTO OMOJBSIHTHI SIBJISIOTCS 0Oe30MacHbIM U 3(DGhEKTUB-
HBIM CPEJICTBOM TPO(PUIAKTUKKA aTOMUYECKOTO JepMa-
THTa [46], HO €CTh M MIPOTUBOITOJIOXHAS TOYKA 3PEHUSI.
Tak, K. Horimukai 1 coaBT. cTATUCTUYECKU JOCTOBEPHBIN
npoduiakTuIeckuii 3p@eKT OT MPUMEHEHUs IMOJIbSIH-
TOB He BBISIBUIN [47].

B03MOXHO, UTO 3IUMHWHALNAS WHTAISIIMOHHBIX ajl-
JIEPTeHOB U TIPUMEHHEHUE 3MOJIBSIHTOB CHUXAIOT PUCK
pa3BUTHS aTOTIMYECKOTO IepMaTUTA TOJIbKO y IeTeH ¢ J1e-
¢dexkToM 3MnMIepMalibHOTO Oapbepa. Ha ceromHsiHuii
JIeHb YCTAaHOBJIEHBI TIPU3HAKU (YCUJICHHAs JIaJOHHAsI UC-
YepUEeHHOCTh, UXTUO3, MMIJIAPHBIN KepaTo3, BhIpaxkKeHHast
CYXOCTh KOXW), yKa3bIBalOIIMe Ha BO3MOXHBIN AedeKT
anuaepMaIbHOro 6apbepa, v, BEpOSITHO, TOJIHLKO TTallueH-
TaM C HaJIMYMeM YKa3aHHBIX CUMIITOMOB 11eJIeCO00pa3HO
paHHee Ha3HAYeHUE DMOJILSIHTOB U 3JTMMUWHALIMS ajuiep-
TeHOB JOMAIITHE TTBLUTA U 3TTUAEPMUCA KUBOTHBIX.

3aknovyeHue

Takum o6pazom, cBeneHus 00 3GHEKTUBHOCTU BCEX
MpeyiaraeMbIX BO3MOXKHBIX HampaBJIeHU TMepBUUHOM
MPOUIAKTUKY aTOMMYECKOTO IepMaTUTa TPOTUBOPEY M -
BBI, M JaHHasI Mpo0JieMa elle aajaeka oT peleHusi. ToMy
ecThb psan mpuanH. [Ipexae Bcero KpUTeprun BKITIOYEHUS
B IPYIIITYy prcKa MO Pa3BUTHUIO aTOMUYECKOTO JepMaTUTa
He 10 KOHIIa pa3paboTaHbl U HE TTO3BOJISIIOT MPOBOIUTH
nuddepeHIMPOBAaHHHYIO 1IeJIeHaNpaBiIeHHY0 Tpodu-
JIAKTUKY.
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Crenytomieid TTPUYMHONW HEOMIHO3HAYHOCTU Pe3yJib-
TaTOB TIPUMBEJICHHBIX BBIIIE pa0OT SIBSIETCS pa3IMYHbBIN
JIM3aiH UCCIIEIOBAHUI ¢ BKIIIOUEHUEM PA3IMYHOTO KOJIU-
YyecTBa MaleHTOB, MOBTOPHBIM HAOIIOIEHUEM Uepes3 pa3-
HbIe CPOKM, TIPUMEHEHWEM HEOJIMHAKOBBIX KpUTEpUEB
3 (GEKTUBHOCTH TIPOBOAMMBIX MPOMPUIAKTUYECKUX Me-
poripusThii. JIpyrumu cioBamu, UCCIIEAOBAHUS BIUSTHUS
KaKoro-auo6o ¢gakropa Ha pa3BUTUE aTOMMYECKOTO AepMa-
TUTa HEe CTaHIapTU3NpoBaHbl. Camoe IJTaBHOE — B TaHHBIX
paboTax uccienyercs, Kak MpaBuio, TOJbKO ONUH (hakTop.
Kpome Toro, Mozienu, coznaBaemMbie B TOM WJIM MHOM HC-
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NMMyHHOOOYCJ/I0BJIEHHbIE SNUJIENICHH Y JAeTei

E.JI. Benoycosa, M.U. Abaonckasn, M.K. Taeuposa, C.JI. Kyaukosa, C.A. Jluxaues

OCIN «Hay4yHo-1ccnenoBaTeNnbCKUn KIMHUYECKUIA MHCTUTYT neamatpum» FT60Y BMO PHUMY um. H.H. MNuporosa MuHsgpasa
Poccuun, Mocksa; PecnybnvkaHCKniA Hay4HO-NPaKTUYECKUIA LLEHTP HEBPOJIOrMK 1 Henpoxupyprum, MuHck, Benapycb

Immune-mediated epilepsies in children

E.D. Belousova, M.1. Yablonskaya, M.K. Tagirova, S.L. Kulikova, S.A. Likhachev

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Ministry of Health of
Russia, Moscow; Republican Research-and-Practical Center of Neurology and Neurosurgery, Minsk, Belarus

IIpencraieH 0630p COBPEMEHHO¥ JIUTEPATYPbI, NOCBSIIEHHOH MMMYHHOOOYCJIOBJIEHHBIM SNUJIENICUSM Y ieTeil. ONMUCHIBAIOTCS KM~
HHKa, 1a00paTopHask AMATHOCTUKA M JiedeHHe ayTOUMMYHHBIX SHuedatuToB (imMondyeckoro u ¢ antuteJamu K NMDA-peunenTo-
pam), snnedanonaTiu XammMoTo, ONCOKJIOHYC-MUOKJIOHYC-CHHApOMA U cuHApoMa Pacmyccena, a Tak:Ke rpynmbl OCTPbIX SHIedha-
Jionatuii ¢ MMyHHOO0OYc10BIeHHbIM dnuienTudeckum crarycoM (FIRES-, DESK-, HHE- cunapom). IIpuBoauTcs KIMHUYECKHii
c.ﬂyqaﬁ 3Hue(banorlamu Xamumoro. HouqepxunaeTCﬂ TeCHas1 B3AaUMOCBA3b SMNWJICNICUH U BOCNIAJTICHUA, B TOM YHUCJIE cbopMHponaHne
AYTOMMMYHHOI'O MpoLecca B pe3yJbTare NOBTOPHBIX SMUJICNTHYECKUX MPUCTYIOB.

Karoueewte caosa: demu, snunencus, aymoummyHHbvle IHueparumol, IHyeparonamus Xawumomo, cunopom Pacmyccena, eemuxon-
8YAbCULI-eeMUNACUU-INUACNCUU CUHOPOM, ONCOKAOHYC-MUOKAOHYC-CUHOPOM, UMYHHOOOYCA08ACHHbI INUACNMUYECKUL CTAMYC.

The paper reviews the current literature on immune-mediated pediatric epilepsies. It describes the clinical picture, laboratory di-
agnosis, and treatment of autoimmune encephalitides (limbic encephalitis and anti-NMDA-receptor antibody encephalitis), Hashi-
moto’s encephalopathy, opsoclonus-myoclonus-syndrome, and Rasmussen’s syndrome, as well as groups of acute encephalopathies
with immune-mediated status epilepticus (FIRES-, DESK-, HHE- syndrome). A clinical case of Hashimoto’s encephalopathy is
described. Emphasis is laid on a close relationship between epilepsy and inflammation, including the development of an autoimmune

process due to recurrent epileptic seizures.

Key words: children, epilepsy, autoimmune encephalitides, Hashimoto’s encephalopathy, Rasmussen’s syndrome, hemiconvulsion-
hemiplegia-epilepsy syndrome, opsoclonus-myoclonus-syndrome, immune-mediated status epilepticus.

B nocienHue 10 et yBeJIMIuics MOTOK KIMHUYECKUX
U 9KCIEePUMEHTAIbHBIX JTAaHHBIX, MOIACPKUBAIO-
IIAX TUTIOTE3y O TOM, YTO BOCTAJIUTEIbHBIE MPOLIECCHI
B TOJIOBHOM MO3T€ MOTYT MPEACTaBIISATh YaCcThI U BaXK-
HBIM MeXaHW3M pa3BUTHUS SMUIETICUU. BriepBbie Xpo-
HUYECKOe BOCTIAJICHWE B MO3Te B CBSI3W C SIVUICTICHEH
ObLTO onucaHo npu 3HLedanure Pacmyccena. beut no-
KazaH (haKT aKTUBALM MUKPOTJIUH, aCTPOLIUTOB, SHI0-
TeJTMATBHBIX KJIETOK TeMaToHIIedarnieckoro bapbepa
U Tepu@epuIecKuX UMMYHHBIX KJIETOK M BBIPaOOTKHU
MeIMaTopoB BocmajeHus. [laimee TociemoBaand naH-
Hble 00 aKTUBALIMM MMMYHHOM CHUCTEMBI Y HEKOTOPBIX
MalMeHTOB C BMUJIETICHeil, 0 BBICOKOW 4YacTOTe JIH-
JIETICUA TIPU ayTOMMMYHHBIX 3a00JieBaHUAX, a TaKxke
OTKpBITHE TOro (pakTa, YTO JUMOMYECKUIT IHIEDaTUT

© Konnektus aBTopos, 2015
Ros Vestn Perinatol Pediat 2015; 5:26-32

Anpec nis koppecnonaenuuu: benoycosa Enena JiImutpueBHa — 1.M.H., npod.,
3aB. OT/EJOM MCUXOHEBPOJIOTUU U anuienTtonoru HayyHo-uccnenosarenb-
CKOT'O KJIMHMYECKOTO MHCTUTYTA NIeJuaTpuu

SA6nonckas Mapusi UropeBHa — K.M.H., CT.H.C. OTZeJIa TICUXOHEBPOJIOTUU U Ha-
CJIE/ICTBEHHbIX 3a00/IeBAaHMIT C HAPYLLIEHMEM TICUXUKH TOTO Xe YUPEXKIEHMsI
Taruposa Munstyiia KaseleBHa — H.C. TOTO e YUpeKIeHusI

125412 Mockaga, yi1. Tangomckas, . 2

Kynukosa Csemiana JleoHMI0BHA — K.M.H., B.H.C. PecrybinkaHckoro Hayy-
HO-TIPAaKTHYECKOTO IIEHTPa HEBPOJIOTHH ¥ HEMPOXUPYPTUN

JIuxaues Cepreit AjiekceeBUY — 1.M.H., IPOd., PyK. HEBPOJOTNYECKOTO OTIEIa
TOTO Xe YUPEXKIAEHUSs

220114 Munck, benapycs, yi1. @. CkopuHsl, 1. 24

MOXKeT OBITh MpUUYMHOU armiencun [1]. JlaHHbBIe 3KC-

MEPUMEHTAIBLHBIX MCCJIEI0BAaHUI TPOIEMOHCTPUPOBA-

JIM, 9TO CYHOPOTM caMM IT0 cebe CIOCOOHBI BBHI3HLIBATH

BOCITIaJICHWE B TOJIOBHOM MO3I€, a TTOBTOPHBIE CYI0PO-

T MOTYT OOYCJIOBUThH XpOHMYECKOe BocnajeHue [2, 3].

B 10 Xe Bpems cucTeMHBIe MHPEKINU WM WHPEKINN

LIEHTPaJIbHOW HEPBHOW CUCTEMBbI BBI3BIBAIOT IpeIpac-

MOJIOKEHNWE K SMWJICTICUM 3a CUeT HapylleHUsI BO30y-

nuMocTu HelipoHoB [1]. Takum oOpa3oM, B HaCTOSIIIU I

MOMEHT He BBI3BIBA€T COMHEHUS TOT (PaKT, UYTO DIIH-

JIETITUYECKWE TPUCTYIBI 3aIycKaloT Kackaj BocHaiv-

TeJIbHBIX U3MEHEHWI B TOJJOBHOM MoO3re. XapaKTepeH

1 OOpaTHBIN MPOLEeCC — MPOBOKAIUS STUIETITUUYECKUX

MPUCTYIIOB BOCMAJUTEIbHBIMUA U3MEHEHUSIMA B MO3Te.

OueBUIHO, YTO B HEKOTOPBIX CIydyasix MPUUNHOMN pe3un-

CTEHTHOCTH SMUJICTICUM K aHTUIMMJIETITUYESCKUM TIpe-

napaToM SIBJISIETCSI pa3BUTHE ayTOMMMYHHBIX PEeaKIIMi.

CO0OTBETCTBEHHO U3MEHSIETCSI 1 MUIIIEHb JICUSHUS 31~

JIETICUU — JIEUeHUE JOJXKHO OBbITh HalpaBJeHO UMEHHO

Ha TojiaBJIeHHEe BOCTaJIeHUsI, T.e. HEOOXOIMMO TIPOBEJIe-

HUE€ UMMYHOMOJIYJIMPYIOIIEH Tepanuu.

OrieHMBasi T0Ka3aHHOCTb B3aMMOCBSI3U SITUJICTICUU

U BOCHAJICHUSI, MOXHO BBIIEIUTH CJIEAYIOIIME TPYIIIThI

SIMMIETITUYECKNX CUHAPOMOB [1]:

*  CHUHIPOMBI, TIPU KOTOPBIX MATOJOTHYECKasi pOJib aH-
TUTEJI XOPOIIO JI0Ka3aHa, — ayTOUMMYHHbBIe dHIIeda-
JINTBI, BEAYIIUM KJIWMHUYECKUM MPOSIBIEHUEM KOTO-
PBIX SIBJISIETCS SITMIIETICHS
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* CUHAPOMBI, TIPU KOTOPBIX TTOKa3aHa PoJib BOCTajie-
HUSI, HO TIOJHasl TMaTOTeHeTHdYecKasl 1eNb peaKIInii
MOKa He sICHa, HarmpuMep, CUHIpoM PacMycceHa;

* CUHAPOMBI, TIPM KOTOPBIX POJIb BOCIAJICHUSI TOb-
KO Mpefamnoaraetcs, — CMHIApoMbl Becta n Jlanmay—
Kiredpduepa.

Huxe mbl 6ojiee mopoOHO OCTAHOBUMCS Ha KJIMHU-
YeCKOM XapaKTepHCTUKe, TUArHOCTUKE U TaKTHUKE Tepa-
VU TIEPBBIX IBYX IPYITI 3TUX CUHIPOMOB.

AVTOMMMYHHBIE 9HIIEDATUTBI — COCTOSTHUS, KOTO-
pble TIPOTEKAIOT ¢ IIMPOKUM CITEKTPOM TICUXHATpUUe-
CKUX M HEBPOJOTUYECKUX CUMNTOMOB. MHMpeKIIMOHHOe
UX MPOUCXOXKIECHNE MOATBEPAUTD He yaaeTcsl, HO 0OHa-
PYKMBAIOTCSI aHTUTEa K HelipoHallbHBIM OenkaM. He-
CMOTPS Ha TSOKENYI0 KIMHUYECKYIO KapTUHY, TAllMeHTI
4acTo MO3UTUBHO pearupyrT Ha MMMYyHOTeparnuio [4].
TTonHBIN CHEKTP ayTOMMMYHHBIX 9HIE(aJINTOB W ayTo-
WMMYHHBIX 9HIIe(aoNaThii ToKa He YCTaHOBJIEH, HIXKe
MPUBOJISITCS Hanboee N3y9eHHbIE U3 HUX.

A. Duuedamur ¢ anturenamu kK NMDA-peuentopam
npeacTaBiseT coboit nuddy3Hyto sH1IEehATONaTUIO C BO-
BJICYEHUEM TMOAKOPKOBBIX OOpa30BaHU, JTUMONIECKUX
OTJIEJIOB, AaMUTIAJIBI M PPOHTOCTPUAPHBIX CBsA3eit. OH co-
craBisgeT okojio 4% Bcex sHIEdaIUTOB, 3TO CaMbIil Ya-
CTBIII ayTOMMMYHHBIN 3HIIedamuT y nereir. Okomo 40%
BCEX ClyyaeB BCTpevaeTcst B Bo3pacTe 1o 18 jet; mpumep-
Ho B 80% Bcex ciydaeB 3a00JieBafOT XXeHIIUHEI [5]. 3a60-
JIeBaHWe pa3BUBaeTCs CTAIUITHO: B TIPOAPOMAaIIbHOM (ha3e
XapaKTepHBI JIUXOpaaKa, TOJIOBHasl 00JIb, pBOTa, AMapest
(CUMIITOMBI, HANIOMMHAOIIME BUPYCHYIO WHOEKIINIO).
IToroMm, Kak TIpaBUJIO, B TeueHHMe 2 Hel pa3BUBAIOTCS
MCUXuaTpUUeCcKe 1 TTOBeIeHUeCKe HapyIIeHUsT: 6eCTo-
KOMCTBO, BEIYYpHOE MTOBEACHNE, CTpaX, MapaHOUIATbHBIE
MBICJTH, Opell BeTUIUs WU Opel peTUTUO3HOTO CofepKa-
HUsI, 6eccoHHMIa. [TporcXoauT moTepsT KpaTKOBPEMEH-
HOI MaMmsITU, KOTopasi He3aMeTHa M3-3a BBbIpAaXKEHHOM
MICUXUATPUYECKON CUMMTOMATUKW, W OBICTPBIN pacraj
SI3BIKOBBIX (DYHKIMI BIUIOTH 1O Pa3BUTHS MyTHU3Ma.
CUMIITOMBI OBICTPO MPOTPECCUPYIOT, MOSIBISAIOTCS HAPY-
IIEHWST CO3HAHUST U SMUJETITUIECKHe TTPUCTYITB. B cTa-
AW Pa3BEPHYTHIX TIPOSIBJICHUI TS TTalIMeHTa XapaKTep-
HBI KATATOHUS W JUCKUHE3UH.

JIBUTATeIbHBIE HApYIIEHUS HOCIT pa3HOOOpPa3HbBIN
XapakTep — Hapsimy ¢ IUCTOHWYECKUMHU T103aMU MOTYT
OTMEUYaThCsl PUTHIHOCTb M OMHMCTOTOHYC. XapaKTepHBI
OPO-JIMHTBO-(alaibHble AUCKWUHE3WU, OKYJIOTHUPHBIE
KpU3bl U XOpeoaTeTo3. JIBuraTebHble HapyIIeHUsI MOTYT
WHTEPIIPETUPOBATECS KaK CYIOPOTM M CIYXHWTh ITOBO-
JIOM JUTSl HapallWBaHUSI MPOTUBOCYIOPOXHOM Teparuu.
BbIpaskeHBl BereTaTMBHBIE PACCTPOMCTBA — THIEPTEP-
MMUSI, HapylIeHUEe YacTOThl CcepALeOMeHUI (ONMChIBAET-
csl Kak TaxvKapaus, Tak U OpaauKapavs) TUTIepcainBa-
1IMs1, KoJlebaHue TToKa3aTesieil apTeprallbHOTO TaBJICHUSI,
HelepKaHue MOYM, TWHoBeHTWIsIUMS (y geteir B 16%,
y B3poCHBIX — B 42% cnyvaeB). B ctamuu pa3BepHyTBIX
KIMHUYECKUX MPOSBIEHUI MallMeHThl HaXOASATCS B pe-
aHumauuu [4, 5].

benoycosa E.JI. u coasm. IMMYHHOOOYCIIOBIICHHBIE SMUIECTICUU Y JETei

T. Armangue u coast. B 2012 1. mpoaHanu3upoBaIu
KIMHU4Yeckre cumnTomel y 500 mereit B Bo3pacte a0 12
JIET C TIONTBEPXKIACHHBIM TMarHO30M dHIIe(aTnuTa ¢ aHTH-
tesamMu K NMDA-peuentopam. [lepBbiMu cumnromamMu
ObITM HapyIIEHWS TTOBeAeHUsI (BCIIBIIIKY THEBa, BO30Y-
KIEeHUE, arpecchsi, pe3Krue CMEeHbI HACTPOSHUSI ), CYI0pO-
v (B TOM YWCJIe, SMWICITUYECKUI CTaTyC), TBUTATEb-
Hble IUCTOHWYECKUE HApYIIEHUST W W3MEHEHUs pedn
(YMeHbIIIeHUe peyeBOil aKTUBHOCTU, MyTHU3M, DXOJIAINH,
nepceBepalin) [4]. ABTOpbI MUIIYT O TOM, YTO JaHHBI
sHI1Ie(ATUT HY>KHO 3aM0I03PUTh Y JTI000T0 pedeHKa, eCu
Yy Hero OBICTPO pPa3BUBAIOTCS W3MEHEHUST TOBEICHUS
WA TICUX03, aHOMaJIbHbIe TIO3bl WJIM ABMXKEHUs (Jale
opodanyaabHble TMCKUHE3UU WM IUCKUHE3UN KOHEY-
HOCTEI), SIMIENTUYECKUE TTPUCTYITBI U CUMIITOMBI BeTe-
TATUBHBIX HAPYIIEHWI pa3HOM CTETICHU TSIKECTU W/
HapyIIeHUS TbIXaHUSI.

Jlabopamopnas duaenHocmuka. JInarHo3 ToaTBepXKIa-
ercsa obOHapyxkeHueM aHTuUTel K NMDA-penenropam
B CBIBOPOTKE W/MIM JMKBOpE TMalueHTa. B JuKBOpe
B 94% cnydaeB ompeaensercss JUMOOLMTAPHBIN TUTEO-
IIUTO3, WHOTJA — TOBBIIIEHNEe KOHIEHTpaluu OejKa.
MarnutHo-pe3oHaHcHast Tomorpadus (MPT) ronosHo-
ro mosra y 50% maiueHTOB He BBISBJISET HapyIIeHUI,
Yy OCTaJbHBbIX OOHApYXKXWBAIOTCS W3MEHEHUS CHUTHaja
Ha T2 pexxnMe B TUIIITOKaMIIE, LiepeOpaIbHOM WU 1epe-
OessipHOli Kope, (ppoHTOOa3aTbHBIX Y MHCYJISIPHBIX OT-
JieTax Mo3ra, 6a3ajibHBIX SIpax, B CTBOJIE MO3Ta U PEIKO
B CTMHHOM Mo3re. TakKe M3penKa BCTpevyaeTcs MaTTepH
neMuenuHuzauuu. Y nereid uamMeHeHuss Ha MP-tomo-
rpamMMe OOHapYyKUBAIOTCS peXe, YeM Y B3POCIBIX (TOJb-
Ko y '/, manueHToB). DnekrposHuedanorpamma (93I)
W3MeHeHa y OOJBIIMHCTBA IAallMEHTOB: OIpeAeseTCs
nuddy3Hoe 3amenieHue (AenbTa- W TeTa-IMara3oHa),
nHoraa — dokanbHoe 3amemienne. Y 30% B3pocibIX Ta-
1MeHToB Ha DOl Ha MepPCUCTUPYIOLILYIO IebTa-aKTHUB-
HOCTh HAaKJIaIbIBAIOTCS CHMHXPOHHBIE M CUMMETPUYHBIE
ObICTpbIe pUTMBI (aHTII. «extreme delta brush», maTtrepH,
O0OBIYHO CBOMCTBEHHBII HEIOHOIIIEHHBIM JeTSIM) [4, 5].

OHuedamut ¢ aHtutenamu K NMDA-penenropam
(KaKk ¥ HEKOTOpbIe APYrue ayTOUMMYHHBIE COCTOSTHMS)
SIBJISIETCST TTAPAHEOIJIACTUIECKUM TIPOLIECCOM, BEIYIIUM
K TepaTome ssugyHUKOB. [Ipu nmpoenenun MPT xuBota
M MaJIoTO Ta3a y AeBOYEK MOJIOXe 14 jeT TepaTtoMmy simd-
HUKOB HaxomdaT B 9% Bcex ciiydaeB, Y KeHIIUH — B 56%
Bcex ciyyaes [4, 5.

Jleuwenue cOCTOUT B yIaJIeHUW T€PATOMBI SIMYHUKOB,
€CJIM OHAa eCTh, Ha3HAYEeHUN KOPTUKOCTEPOUIOB U MM-
MYHOTJIOOYJIMHOB, a Takxke TasMadepesa. DT Mepo-
npusitust HedhGekTuBHBI B 30—40% ciydyaeB, U ToTaa
clieyeT mpubderaTb K Ha3HAYEHMIO ILIMTOCTATMYECKOM
tepanuu (putykcumad uiam uukiaodochamun). Ecau
OyIeT TOCTUTHYTO 3HAYMTENbHOE YAYJIIeHNWE, TO 00Tb-
IIMHCTBO TMalMeHTOB HE HYXIAIOTCSI B XPOHMYECKOM
MPOTUBOCYIOPOXHON Tepanuu. [TpoaoKUTeNbHOCTh
OCTpO# CTamuu, TpeOylolas TOCTTUTAIM3aluN, COCTaB-
ngetr 3—4 mec [4—6].
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IIpoenosz meuenus. Oxono 80% mMalMeHTOB BBI3AOPAB-
JINBAIOT WM UMEIOT HeboJblre nociencrtsust. [1pubdam-
3uTebHO Yy 20—25% OGONBHBIX OTMEYAIOTCS PEIUANBLI,
STU TALMEHTHI UTUTETHHO MOTy4aloT UMMYHOMOIYJISITO-
pbl. BeI3mopoBiieHre HAcTymaeT MOCTeNeHHO, B TeYeHre
MpUMepHO 2 JieT. JIIUTeabHO COXPaHSIOTCS UMITYTbCUB-
HOCTb, TIOBeICHUECKIE HapyIIeHUsT, Ae(ULINT BHUMaHUSI,
IJIAHUPOBAHUS, COLIMATLHOTO OOIIEHUS U MaMsITH [4—6].

JlumOuyeckunii sHIeDATUT — ayTOMMMYHHOE BOC-
MajieHre B JIMMOWYECKON CHCTeMe, B TOM YHUCIIe B Me-
JMUATbHBIX BUCOYHBIX JOJISIX, aMUTAAAe W IUHTYISIPHON
U3BUWIMHE. MOXET COMpPOBOXAATHCSI TTapaHeoruIacTuie-
ckuM mpolueccoM. Kiaccuyeckue BapuaHTBI OIMMCAHBI
MPEVMYIIECTBEHHO Y B3pPOCIHBIX, Yy JeTel BCTPEYaloTCs
penko. HemaBHee MyTBTUILIEHTPOBOE (B YETHIPEX CTpaHAaX)
eBpoIieiicKoe KCCieloBaHNe BhISIBIIIO TOIBKO 10 ciyyaeB
9TOTO 3a00JIEBAHUS Y IETEM, Y JIUIIb Y OMTHOTO MallMeHTa
OblIa TMarHOCTUPOBAHA OMyXO0Jib (TOJI0BHOTO Mo3ra) [7].
KnuHnueckast KapTHa CKJIaAbIBaeTCs M3 KOTHUTHUBHBIX
HapylleHWH W HapylIeHUH TaMATH, STUIETTUIeCKUX
MPUCTYIIOB, XapaKTEPHBIX IJISI BUCOYHO-IOJEBOM JIO-
KaJM3alu STUJIENTUIECKOro (hoKyca, MOBEIeHUYECKUX
U JIMYHOCTHBIX pacCTPOICTB, HapyllIeHWit cHa [7].

Jlabopamopnas duaenocmuka. B cuny manoro ko-
JINYECTBA OMMCAHWM TPYIHO CKa3aTh TOYHO, aHTHUTENa
K KakiM OeJikam oOHapyXXuBaroTcs y nereii. B onvcanm-
SIX YIIOMMHAIOTCST aHTUTeNIa K BOJIbTaXK-3aBUCUMBIM Ha-
TPUEBBIM KaHajlaM M K JeKapOoKcuiase TIyTaMUHOBOM
kuciotel (GAD ot anri. glutamic acid decarboxylase)
[6]. Ha MP-tomMorpamme rojIoBHOro Mo3ra OIIpeaesis-
I0TCS SIBJIEHUST OTeKa (yBeJIMUeHHWE CUTHala) B pekuMe
T2 u FLAIR B oGiacTu MenuanbHOro BUCKa. B TeueHue
HECKOJIbKMX MECSIIIEB OT€K YMEHbIIIAeTCS M MOXET pa3-
BUThCS cKiiepo3 runmokamna. Ha D3I ¢pukcupyercs 3a-
MeUTeHE WU CTTaiiK-BOTHOBAS aKTUBHOCTD B BUCOUHBIX
oTBeneHusIX [6, 7].

Jleuenue. Ecnu numOudeckuii sHUehATUT SIBISET-
csl pe3yJIbTaTOM OHKOJIOTMYECKOTO Mpoliecca, TO CaMbIM
3¢ deKTUBHBIM OyzeT yaaneHue omnyxoiu. CiemnyeT rnpu-
OGeTHYTh U K WMMYHOIJIOOYJIMHAM, U KOPTUKOCTEPOU-
JIaM, XOTs 3(P(HEeKTUBHOCTh MUX TPUMEHEHUs, MO Bcel
BUIMMOCTHU, HIXE, YeM TIpU SHIIeaTnuTe ¢ aHTUTEIaMU
K NMDA-peuenTopam [6]. XapakTep ropMOHaJIbHOM Te-
panuu MOXET ObITb Pa3IMUHBIM: OT MyJbCOBOI (20 Mr/KT
METWITIPETHMU30JI0HA B TEUEHUE 5 THEeM KaXI0oro Mecsiia)
1o GoJiee TIPEeANOUTUTEbHON 1 3(PHEKTUBHON MOCTOSIH-
HO#l mepopaibHOil [6]. TopMOHabHAsT Teparusi MOXET
OBITH JUTMTEJTLHOM W TIPOIOJIKATECS OKOJIO 2 JeT. UMmy-
HOIJIOOYJIMHBI BBOASITCSI B TeUeHUE 3—5 THEH B CYyTOUHOM
nmo3e 0,4 r Ha 1 KT Macchl, IOTOM KaxKAbIIi MeCSIL OITHO-
KpaTHO B TOH ke mo3e [8]. Bcemu aBTOpamu momuepkm-
BaeTCs OrPaHUMYEHHOCTh OTBITA TePATTMU JTUMOUIECKOTO
sHuedanura y neteit [6—8]. COOTBETCTBEHHO OTpaHUYe-
HBI JaHHBIE TT0 TIPOTHO3Y 3a00JIeBaHUSI.

B. Ouuedanonarua Xammmoro — 3HIedanonaTus,
acCOLMMPOBAaHHAs ¢ ayTOMMMYHHBIM 3a00JIeBaHUEM I -
TOBUIHON Xeye3bl. HemoctaTrouHo Xopolllo onmucaHHOe

OB30PbI JINTEPATYPbI

COCTOSTHHE C HESICHBIMU KITMHUYECKUMU ¥ UMMYHOJIOTH -
yeckumu cumrroMamu (Bcero 30 ciayvaes y nereit) (4, 9].
MoxeT OOGHapyXXMBATbCSI KaK TMPU TUITOTUPEOMIU3ME,
TaK ¥ TIPY HOPMAaJIbHOM (PYHKIIMU IIIUTOBUIHOM KeJIe3bl;
TakKe OMUCAHbl eMUHUYHBIE CIydau THIEPTUPEOUIN3-
Ma. CocTosTHMEe MaJIOU3BECTHO ITMPOKOMY KPYTY Bpaueii
U pelKo muarHocTupyercs. [IpemrmonaraeTcsi, 94To Bpad
JTOJIKEH 3aMog03pUTh SHIIedaonaTrio XalnMOTO Y JII0-
60T0 TallMeHTa ¢ HEKOHTPOJIUPYEMBIMH SITHJICTITUYECKI -
MM TIPUCTYITAMU B COYETAHUU C KOTHUTUBHBIMHU U TIO-
BeJICHYECKMMU HapYIICHUSIMU Jaxke TPU HOPMaJbHOM
(GYHKUMY UTOBUIHOM Xene3sbl [10].

KiuHnueckue MposiBIeHUST HecTeUMGUIHBI U JI0-
BOJIbHO pa3zHooOpa3Hbl. CpelHUIT BO3pacT Havyaia 3a60-
JieBaHUS y JieTeil — oKoJio 14 jiet, cpean OONbHBIX TMpe-
ob6nanaT neBouku [9]. CUMIITOMBI MIPOSIBISIIOTCST OCTPO
WU TIOAOCTPO, MOCJIe Yero 001e3Hb TeYeT BOJTHOOOpa3-
HO C TepuoJaMu OOOCTpEeHUWd M yiydlleHuid. Y OoJib-
IIMHCTBA TIAIMEHTOB HAOIONAIOTCS SMUJIETITUYECKHE
MpUCTYIBI, B 12% ciayyaeB — 3MUJIENITUYECKUI CTaTyC.
TTpuCTyIbI MOTYT HOCUTh KaK TeHepaJIM30BaHHbBI TOHU-
KO-KJIOHMYECKHI, TaK M (poKambHBIN XapakTep. Kpome
STUJIETICUY, OTTMCHIBAIOTCS TTOBEIEHUECKE U KOTHUTHB-
HbIe HapyIIEHUsT, MUOKJIOHYC, TUPAMUIHBIE CUMITTOMBI,
HETIPOU3BOJIbHBIE IBUKEHMS, MO3XKEUYKOBBIE CMITTOMBI,
SMU30AblI, HAMIOMWHAIOIINE WHCYJBT, a TakKXe TICHUXO03
1 KOMaTO3HOE COCTOSTHUE.

Jlabopamopnas Oduaenocmuka. JluarHo3 3HIIedaso-
matuv XalyMOTO SIBJISIETCST JUATHO30M MCKITIOUEHUST —
HEOOXOIMMO MCKITIOUNTh MHMEKIIMOHHBIE 3a00JIeBaHUS
HEPBHOI cUCTeMbl (MEHUHTUTHI, 3H1IedanuThl). [Tomo6-
Has KIMHWYECKass CUMIITOMATHKa MOXET HaOJIoJaTh-
¢ TMpHM 3HUEedasonatiu, OOYCJIOBIEHHONW CUCTEMHOM
KpacHo# BosiuaHko# [9]. Pemnaroriee nuarHocTuueckoe
3HAYeHWEe UMeEET ONpeleieHne aHTUTENl K TepOKCHIa3e
IIATOBUIHON XeJie3bl — MpU dHUedaronatuu Xarrm-
MOTO OHM oOHapyxkuBaoTcsa B 100% ciydaeB (ciemyeT
IMTOMHUTBL O TOM, YTO OHM BBIABISIOTCS Y 10% 310pOBBIX
moneit). ¥ 70% TmanueHToB OMNpeaessioTcs aHTUTeNa
K aHTUTUPeOoUTHOMY T1o0yauHYy [9, 11]. Ha 3T 06b1yHO
HabmomaeTcs HecrelduIeckoe 3aMeUIeHue OCHOBHOM
OUOBIEKTPUIECKOI aKTUBHOCTH B COYETAHUU ¢ (POKAITb-
HeIMU 3nwienTudopmMHubiMu  paspsiaamu. Ha MP-to-
MOTpaMMe TOJIOBHOTO MO3ra y OTOEIbHBIX TAllMeHTOB
BBISIBJISIETCS] IBYCTOPOHHEE TIOBBIIIEHNE CUTHAJIa B Cy0-
KOpTHUKaJbHOM OesioM Bemiectne [9, 11].

Jlewenue COCTOUT B KOMOWHALIMM Ha3HAYEHUsS WM-
MYHOTJIOOYJIMHOB, KOPTUKOCTEPOMIOB W ILia3Madepe-
3a. TouHble 3(peKTUBHBIE 103bI U ONMTHUMAaJIbHAS TIPO-
JTOJDKATETbHOCTD JIEYEHUs TTOKa He W3BeCTHBI. MoOXeT
MPUMEHSIThCS KaK TyJIbCOBasi, TaK W TepopajibHast Top-
MOHaJIbHas Teparnus (MpUBEACHHBIE B JIUTEpAType O3B
MPEeTHU30JI0OHA COCTABIIIOT 1—2 MT Ha 1 KT MaccHl B CYT-
K1). DMITUPUIECKU CUMTAETCST, YTO TOPMOHAIbHAsI Tepa-
1S TOJKHA TTpogoynKaThes oT 1 roma go 2 et [9, 10].

IIpoero3. BoJBIIMHCTBO MAlIMEHTOB UMEIOT XOPOIINiA
MPOTHO3, HO 3a00JieBaHNE MOXET MPOTeKaTh C PEIIUIN-
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Bamu [11]. B ominume ot B3pOCBIX MALIMEHTOB y IeTei
MOTYT c(hOPMUPOBATHCS TTOCIEACTBUS B BUIe WHTEIIEK-
TyaJbHbIX HapyiuieHui [10].

YuutsiBasi peIKOCTh ONUCAaHUI IHIIedanonaTuu Xa-
LIMMOTO B OTEUECTBEHHOU JIMTepaType, OCOOEHHO Y Je-
Tel, MBI TIPUBOAUM KpPAaTKOE M3JIOKEHHME KIMHUUECKOTO
HaOJIIOIeHUST HAIIMX OeJTIOPYCCKUX KOJIJIET, paboTaroIInX
B PecnybimkaHCKOM HayYHO-TMPAKTUYECKOM IIEHTpE
HeBpoJIoruu U Hetipoxupypruu (MuHCK).

V naumentku C.A., 11 net, xuteapHUIII MUHCKa,
CTpajaoleii ayTOMMMYHHBIM TUPEOUIUTOM C TUPEOTOK-
CMKO30M B aHaMHe3e, MOJOCTPO TOSBUJICS TPEMOp PYK,
HapacTalollnii B TeYeHNEe HEJeIM 10 TPyOOoro KpyrmHopas-
MaimucToro. [lo3zxe mNpUCOeAMHMINCH TIOBEICHUECKHe
HapylieHus1 (CTaja arpecCHBHA), YXYIIIWJIACh ITaMsITh,
craja mporyckaTb OykBbl mpu mucbMe. CITycTsI Mecsil
BO3HUK CTaTyC TeHepaJIM30BaHHBIX TOHMKO-KIOHUYECKHUX
MPUTTAAKOB, TOTPEOOBABIINX TOCITUTAIU3ALIMMA B CTALIAO-
Hap W BBeJCHUE TUOMEHTajla HaTpUsI B TedeHHWe 6 THei
niast ero kynupoBaHus. [lpoBeseHHoe oOcienoBaHue
He BBISIBWIO KaKON-TMOO MaToJIOTUN, KPOMe MPU3HAKOB
TEKYIIEro TUIEPTUPEen3a, B CBSI3M C YeM ObUl HazHaueH
mepkazoiui. [Ipu MPT-uccnenoBaHum B repuBeHTPU-
KYyJSIpHOW 00JaCcTM OMNpPEe/sUIMCh TUTIEPUHTEHCUBHbBIC
ouaru B T2 n FLAIR pexumax, He HakarMBaroIme KOH-
TpacT. B cBSI3U ¢ OTCYTCTBHMEM OTKJIOHEHUI B 00111200~
pPaTOPHBIX aHAM3axX KPOBU M JIMKBOpa HEBPOJOTUYECKIE
U TIOBeJICHYECKME HapyIIeHUsT ObUTM paclieHeHbI KaK 9H-
1edaluT HeyTOUHeHHO aTronorun. [IpoBoauiack aHTU-
GakTepHabHast, TPOTUBOBUPYCHAST, TIPOTUBOCYTOPOKHAST
U TJIIOKOKOPTUKOCTEPOWIHAs Tepamnus (JeKcaMeTa3oH
32 MT B CYTKH € TIOCTENIEHHBIM TTOCIIEAYIOIINM CHIKEHUEM
no3bl). Ha (oHe neyeHnst cocTosiHME 1eBOYKM CTaOWMIIN-
3UPOBAJIOCH 10 HOPMAJILHOTO HEBPOJIOTMYECKOTO CTaTyca.
OnHaKo CITycTs 4 MeC BO3HHMK PELMINB MPEXKHUX CUMIITO-
MoB. [ToBTOpHBIN TpexHeneabHbIN Kypc AeKcameTa3oHa,
MMPOTUBOBUPYCHOM U aHTUOAKTepUATbHOM Teparii BHOBb
cTabuIM3npoBal coctosiHue pedeHka. [lociie oTMeHbI eK-
caMeTa3oHa HaCTYMUBILIAsI PEMUCCHST COXpaHsUIach B TeUe-
HUE 2 Hell C TIOC/IeAYIONINM pa3BUTHEM HauboJsiee TSKe10-
TO TPEThEro 00OCTPEHUS TTPOIOJIKUTETBHOCTHIO 10 3 Mec:
TTOSIBUJICST TPEMOP PYK ¥ TYJIOBMIIIA, TOJIOBHASI 00JTb, TTOBHI-
IIEHHAsT 9yBCTBUTEIBHOCTh TIPY TIPUKOCHOBEHUM K Ty
U BOJIOCAM, TeHEepaJIM30BaHHbIE TOHUKO-KJIOHUYECKHE
MpUCTYTbL. TakKe HapacTajIu MoBeAeHUECKIe HapyIIeHUST,
nosiBUMCh Open v raunonMHaiyu. [ToBropHoe obce-
JIOBaHMe TIPUYMHEI 3a00j1eBaHus He BuIsIBMI0. Ha MPT-
KapTUHE TOJOBHOTO MO3Tra COXPaHSUIMCh TIPEXXKHUE U3Me-
HEeHUs. AHaJIM3 TOPMOHOB IIIMTOBUIHOM JKeJTe3bl MoKa3a
COCTOSTHME 3YTHMpPEOo3a, YTO TO3BOJIMIIO TTOCTEIIEHHO OT-
MEHUTh MepKazoiwi. BriepBeie 3a Bech nepuos 0oJie3HU
Obl1a TIpoBeJeHa OlieHKAa YPOBHS aHTUTEN K TUPEOUIHOM
nepokcuaase (TI1O) u tupeornodynuny (TT), 3HaueHust
KOTOPOTO TpeBbIlIaTn HOpMY B 4—5 pa3. B cBsi3u ¢ Ona-
TOTIPUSITHBIM 3((MEKTOM OT TTIOKOKOPTUKOMIOB Ha Tpe-
JBIIYIINX dTamnax JedeHUsl ObIT Ha3HAYeH MEeTWIITTPETHM-
30JI0H B MAaKCUMaJTbHOM 103¢ 64 MT eXXeTHEBHO C OBICTPBIM

benoycosa E.JI. u coasm. IMMYHHOOOYCIIOBIICHHBIE SMUIECTICUU Y JETei

MOJOXKUTETbHBIM 3((eKTOM Ha (poHe ero mprema Kak B
HEBPOJIOTMYECKOM CTaTyCe, TaK W 0 KOTHUTUBHBIM M TT0-
BeZieHUeCKUM HapyieHussM. C yu4eToM «IpaMaTu4ecKoro
VAyJIIeHUs» Ha (DOHEe BBEIEHUSI TITIOKOPTUKOUIOB, BBICO-
koro Tutpa antutes K TITO u TT, peruauBupytoiero te-
YEHUsI, OTCYTCTBHS TIPU3HAKOB APYTOM IMATOJIOTUH, TTO3BO-
JITIOIEN OOBSICHUTL HEBPOJIOTUYECKHUE U TIOBEICHIECKIE
HapyuleHusl, ObUT MPEANOI0XKeH AMArHO3 «dHIledanona-
T XammMoTo». [1py TambHENIIMX TTOTBITKAaX OTMEHUTD
METWITPETHU30JIOH BO3HUKAJ PELIMINB TPEMOpa, B CBI3HU
¢ 4eM ObIT PeKOMEHIOBAH UTUTENbHBIN KypC B TOAAEP-
>KuBaroieit no3e. Ha hoHe nmpuemMa MeTWIpeTHU30JI0HA
8 Mr eXeaHeBHO B TedeHHUe 16 Mec COCTOSTHME IEeBOUKU
ocraeTcsl cTaOWwIbHBIM. [TOMBITKU CHU3WUTBH A03Y 10 7 MT
MPOBOLIMPYIOT TPEMOP KKCTel. MaTth pebeHKa caMOCTOsI-
TeJBHO TIPeKpaThjia TIprUeM MPOTUBOCYIOPOXKHBIX TTpera-
patoB. B TeueHue roma HaOMIONEHUS TIPUCTYIIOB CYJI0pOT
He oTMevaioch, Ha DDI maToiornyeckiie M3MeHEHUST OT-
CYTCTBYIOT. JIuHAaMHU4YeCKOe HaOII0IeHUE TTOKa3aJ10 MOoCcTe-
neHHoe cHikeHue ypoBHst aHTuten K TITO (¢ 483 no 74
MME/n), B To BpeMst KaK B oTHoiieHuu aHturea K TT mmo-
JMOOHOM TUHAMUKHU HE TIPOCIIeKUBAETCS.

Cungpom Pacmyccena (cuH. sHuedanut Pacmycce-
Ha) — peaKasl BocrajauTeabHas aHuedanonarus. s 3a-
OoJieBaHMST XapaKTepHBI pedpakTepHble (hOKabHbIE
SMUJIETITUYECKE TIPUCTYITBI, KOTHUTHMBHBIN perpecc
W OYaroBbIe BBITTAAeHUS (PYHKIIUI, KOTOPbIe BOZHUKAIOT
Mo Mepe HapacTaHMsl aTpodun oaHoro Tnojymapus. Pac-
MpOCTpaHEeHHOCTh cuHapoMa coctassier 0,18 Ha 100 000
JeTeit B Bo3pacte 10 16 yiet [12]. DTroaorust He U3BeCT-
Ha ¥ TTO3TOMY BBIIBUTAETCSI MHOTO TEOPUI TIO TIPUYNHE
pasButust cuHapoma. CylecTByeT TUIoTe3a 00 ayTONMM-
MYHHOM TIpoliecce, TaK KaK y 4acTH JeTell 0OHAPYKEeHBI
anturena kK GLUR3 (cyobeaunuiia AMPA peuentopos)
[6]. EcTb rmoTe3bl, roBOpsIIME O TOM, 4TO 3a00J1eBaH1e
SIBJIIETCSl 04aroBOW BUPYCHOM MHGEKIMEel WiIu odaro-
BBIM BOCHAJIUTETbHBIM TiporieccoM [6, 13]. CymecTBy-
0T JaHHBIE O TOM, YTO HaJlnure (hOKAIbHOM TUCTUTa3UN
KOPBI CYKHT MpeApacroaraloinmM (akTopoM pa3BUTHS
cuHzapowma [ 14].

3abosieBaHMe HanboJIee YacTO BCTPEUaeTCsl B BO3pacTe
6—8 JieT, XOTs HAOTIomaeTCs 'y MITAZICHIIEB M Y B3POCIIBIX.
K mpoBonupytonmm hakropaMm OTHOCAT OaKTepuaibHbIE
W BUPYCHBIE MH(MEKIIMU U YepeITHO-MO3TOBBIE TPaBMEI.
B 50% Bcex ciiyyaeB Hauary 3a001eBaHUS 3a 6 Mec TIpe-
mecTByeT BocnanuteabHbli anu3on (OPBU, orut, ToH-
3UJUIAT). 3aTeM HacCTyIaeT TepBasi cTaausi 3a001eBaHUs,
B KOTOPOI MaHU(PECTUPYIOT TTPOCThIE MOTOPHBIE W CO-
MaTOCEHCOPHBIE TIPUCTYITBI, WHOTIA C BTOPUYHOM TeHe-
panmuzanueit, y 20% manueHToB ObIBaeT SIS TUIECKUT
cratyc [15]. Bo Bropoii ctanuu (oHa Ha3bIBaeTCsS OCTPOM,
MPOIOJKUTETbHOCTh €€ WHAWBUAyadbHA W KOJeOIeTCs
OT HECKOJIBKUX MECSIIEB 10 HECKOIBKHUX JIET) MOCTEIIEHHO
HapacTaeT 4yacToTa 3MUJIENTUYECKUX MPUCTyroB — 10 10
u 6osee B AeHb. [IpucTymbl, Kak MpaBWIoO, 3aTParuBaiOT
OJITHY U TY K€ YacTh TeJIa, YaCTO OTMEYAETCS ITOCTIPUCTYTI-
HBII TIape3, KOTOPBI TMOTOM CTAaHOBWMTCS TTOCTOSTHHBIM
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" Habmonaetcst BHe npuctyna. ¥ 50% neteii pa3BUBaeT-
csl 0coOBI THUIT TpUCTyTa — epilepsia partialis continua —
MPaKTUIECKU TTOCTOSTHHBIE PUTMUYHBIE MBIIIEYHbIE CO-
KpallleH!sI, BO3HUKAIOIINE B KaKON-TO OTrpaHUYEHHOM
YacTH Teja M COXpaHsIOIIMecs] B TeYeHHME 4YacoB, JHEM
U Jaxe JieT. Y maiyeHTa CTAHOBUTCST OYEBUIHBIM MHTE-
JIEKTyaJTbHBIN perpecc. BblpakeHHasT MHTEJIEKTyalbHAast
HEIOCTATOYHOCTh MOXET BO3HUKHYTh KaK Yepe3 MeCSIIbI,
TaK ¥ yepe3 rofbl. Takas KIMHUYecKast CUTyalust (4acTble
TIPUCTYTIBI, pETPECC Pa3BUTHSI, IBUTATEIHBIC HAPYIIICHYS)
MOXET CYIIIeCTBOBATh rofibl. [I0TOM HacTymaeT TpeThsT CTa-
nust 3a001eBaHMS (pe3umyaabHasi), KOTaa MPUCTYITbI UayT
Ha CIaj, WHTEJUIeKTyaJlbHbIe, ABUTATEJIbHbIE U peuYeBbIe
HapyIIeHUsT COXPaHSIOTCsI, HO He TIPOrpecCUpyior. Y ma-
LIMeHTa (QOPMUPYETCS CTOMKUN HEBPOJIOTHMUECKUI Jie-
¢uumT B BUme reMmunapesa (pedbeHOK yTpaurMBaeT TOHKHE
JIBIKEHUS B KUCTU PYKH, Pa3BUBAETCS FTeMUTIapeTUIecKast
ITOXO0JIKa), YMCTBEHHAsT OTCTAJIOCTh, BO3MOXKHBI peuyeBbIe
HapylieHusT (Iucdasust U IU3apTpusi) TpU JIOKATU3auN
rporiecca B JOMUHAHTHOM TI0 PeYU MOJyIIapuu 1 aehek-
TBI TTONIEeH 3penus [12, 13, 15].

Jlabopamopnas Oduaenocmuxa. Y 50% manmMeHTOB
MpU JTIOMOATBLHON TTYHKIIMA HAXOAAT HeOONbIIOE TTO-
BBIIIICHWE COMEPXKAHUSI OellKa M He3HAYMTeJbHOEe YBe-
JINYEHNWE KOJIUYECTBA JICHKOIIMTOB B JIMKBOpe. BaxkHBIM
JMUarHOCTUYECKUM KpHUTEpUEM SBJISIETCS TWHAMUKa
n3MeHeHuil 1o gaHHeIM MPT rojoBHOro Mo3ra — mpo-
rpeccupylomasi reMruaTpodusi, 0ObIYHO HAYMHAIOIIASICST
B BUCOYHO-UHCYJISIPHOM 00JIaCTH, BBI3BIBAET YBEJTMUCHUE
BMCOYHOTO pOra M CWJIbBUEBOW W3BUIMHBI. BO3MOXHBI
M3MEHEeHUsI CUTHajia oT Oesoro Bemectsa. [To mepe Te-
yeHus 0ojie3Hn aTpodusi HapacTaeT (0COOEHHO OBICTPO
B ocTpyto ¢a3y 0oJie3HM), TIOCTEIeHHO aTpodupyeTcs
Bce ToJTyIIapue, MHOraa aTpodusi HOCUT IBYCTOPOHHUIA
xapakTep. TUIMMYHA UTICHIIaTepaibHast aTpousi XBOCTa-
Toro siapa. B otnenbHbix cnydasx MPT nedexr BoirisiauT
KaK TOBpPEXIeHUE C BBICOKOW MHTEHCUBHOCTBIO CUTHAIA
(MOXHO CIyTaTh ¢ cocyaucToil aHomanueii). [Tpu npose-
JIEHVU TTO3UTPOHHO-3MUCCUOHHOM TOMOTpaun B MEXK-
MIPUCTYITHOM TepUO/Ie B TTOPAKEHHOM TTOTYIIapUM OTpe-
neJisieTcs 30Ha runomeradonmima [12, 13, 15].

Cneuuduyeckue uameHeHus: Ha DB OTCYTCTBYIOT,
HO MMeeT MEeCTO XapaKTepHas WX IWHaMHUKa IO Mepe
nporpeccupoBaHusi Oosie3Hu. HopmanbHasi OMo371eK-
TpUYecKasi aKTUBHOCTb CMEHSIETCS aHOMAaJTbHOM MeJIJIeH -
HO-BOJIHOBOI CHayaja Mo OJHOMY MOJyIIapulo, 3aTeM
10 Mepe Pa3BUTHUSI CUHIPOMA — 1O 0O0UM TMOJIyIIapHUsIM
(oHa acMuMMeTpUYHa). XapaKTepHa MYyJbTU(POKAIBHOCTD
SMUIENTUYECKUX Pa3pANOB, B */, BCEX CIy4aeB — B Mpe-
JieTax OJHOTO TONyIapus. Y TOJOBUHBI TTALIMEHTOB OT-
MeJaeTcsl BTOpMYHAsl OwmiatepajbHasi CHHXPOHU3AIIUS.
ITo Mepe TiporpeccrpoBaHusT CHHIPOMa XapaKTEePHO pac-
MPOCTpaHeHNe MAaTOJIOTMUECKOl aKTMBHOCTU Ha BTOPOE
noaymapue [12, 13, 15].

Jleuenue. AHTVRTIMIENITUYECKKE TTpeapaThl Ha3Haya-
I0TCSI, HO, KaK TIPaBWJIO, MX 3(MGHEKT HOCUT BPEeMEHHBIN
xapakrtep. JIo cUX TOp €IMHCTBEHHBIM W3JICUUBAIOIINM

OB30PbI JINTEPATYPbI

METOJIOM SIBIIIETCST PAagUKaIbHOE HEUPOXMPYPrUIecKoe
BMEIIATEeJIbCTBO, KOTOPOE MOXET TIPOBOAMTLCS B BUIE
KaK TeMUC(EPIKTOMHUM, TaK U (PYHKIIMOHAILHON TeMU-
ceporomun. [emuchepaKToOMUs IeMOHCTPUPYET JTyJIIIHe
pe3yJIBTaThl, MalMeHThl crTocoOHbI B 70—80% ciyyaeB u3-
0aBUTHCS OT MPUCTYTIOB [ 12]. B TO Xe BpeMs Tipu 3Toi1 ore-
pary Hen30eKHbI TeMUTIape3 ¥ TeMuaHoIcus. Buaumo,
Y OTIENBHBIX TTAIIMEHTOB BO3MOXKHBI pe3eKIINY MEHBIIETO
obbema. BpeMst Xupypruyeckoro BMeIIaTeIbCTBA — BO-
MPOC TUCKYCCUOHHBIN. [TpeamonaraeTcs, 4To 4eM paHblIile
OHO OyIEeT MpPOBEICHO, TeM JIydllle OyleT MCUXOpevyeBoe
pasBuTHe pedeHka. [ToaTomy Hanbosee 11enecoodpa3HbIM
CYMTAETCS TTPUOEraTh K BMEIIATEILCTBY, €CIIM Y MalueHTa
MPOWCXOAUT perpecc rcuxopevyeBoro passurtus [12]. Bo-
MPOC B TIOJIb3Y HEWPOXUPYPTUU JIeTUe peliaeTcs, eCu Te-
MuIIapes yxe chopMmrpoBaH.

Bcerna umeeT cMBICT TPUOETHYTh K UMMYHOMOTYJTH -
pytonieit tepanuu. [TpuMeHsieTcsl KOMOMHALIMS BBEICHMS
BBICOKHX 103 UMMYHOTJIOOYJIMHA ¥ TOPMOHAJIBHOM Tepa-
mu. 1036l M KpaTHOCTh BBEIEHUS OTIPEICIISIIOTCST OMITH -
PUYECKH, U MBI, BUIMMO, MOKET OTTUPAThCS Ha MIPOTOKO-
Jibl, onucaHHble Boile. Coobiaercst 00 apdekTuBHOCTH
MPUMEHEHUS [IMTOCTATUKOB (TaKPOJIMMYCa) Y OTACTBHBIX
nauueHToB. CTUMYJSAIMS OIyXIaloIIero HepBa MOXET
paccMaTpuBaThCsl KaK METOH BBIOOpa B Clyvasix, KOrma
He ToKa3aHa (PYHKIIMOHAIbHAs TeMUC(HEPIKTOMMUS U He-
addekTuBHa UMMyHOMOayIsims [ 12].

OncoKIOHYC-MHOKJIOHYC-CHHIPOM (CHUH. OTICOKJIOHYC-
MMOKJIOHYC-aTaKCUSI-CUHIPOM, MUOKJIOHUYECKast dHIIe-
danonarusi, cuHapom KuHcOypHa) — penkuit rmapaHeo-
TJIACTUIECKHUI CMHIPOM, Yallle BCEro aCCOLMUPOBAHHBIIN
C HeipoOIacTOMOl, OMHUM W3 MPOSIBJIEHUN KOTOPOTO
CIYKUT 3muiienicusi. B AHIIMM ero yactoTa COCTaBJIsIeT
1:5 maH ob6uiero Hacenenust [16]. SABiseTcss UMYHHOOO-
YCJIOBJIEHHBIM COCTOSTHUEM, BBI3BAHHBIM TIEPEKPECTHOM
YYBCTBUTEJLHOCTBIO aHTUTEN K Helipobiactome. Y 2—3%
NeTei ¢ HeMpoOIacTOMOI OTMEYAeTCs TaHHAs COBOKYIT-
HOCTb CUMIITOMOB.

CuHapoM, KaK TTpaBUJIo, pa3BUBAETCs B BO3pacTe 10 3
JIET 1 HAUMHAETCSl OCTPO Y 3I0POBOTO pedeHKa ¢ aTaKCUU
1 MUOKJIOHYCA, OTICOKJIOHYCA, 3HAYUTEIbHOMN pa3apaku-
TEJBbHOCTU W HapylleHUil cHa. OTICOKIIOHYC TIpeICcTaB-
JISIeT co0O0l OBICTPBIE, XaOTUIHBIE, pa3HOHATIpaBJIecHHbBIE
NBWKeHUS T71a3. [ToaToMy cocTosTHMe MHOTA Ha3bIBalOT
CUHIPOMOM <«TaHIIYIOIIUX Tiia3». PeOeHOK cTaHOBUTCS
JIBUTATEJIbHO HEJIOBKUM, OH JIOBOJTLHO OBICTPO TTepecTaeT
CHUIETh O3 MOMIEPXKKN U CAMOCTOSITENIBHO TTePeIBUTATh-
csl, TIOSIBJISIIOTCST TIOAEPTUBAHUSI B KOHEUHOCTSIX, peve-
Bble HapyireHus. [Ipy ocMOTpe OYeBUIHBI MUOKJIOHUU
B MBIIIIAX JIMIIA, TYJTOBUIIA U KOHEUHOCTEH. XapaKTep-
HBI TPOSIBIIEHUST aTaKCUW, TPEMOP M TUCAUATOXOKMHE3.
MplledyHasi Cuiia, MBIIIEYHBI TOHYC U CYXOXWJIbHbBIE
pediekcsl He n3MeHeHbI [17].

Jlabopamopnas duaenocmuxka. Ha DBI moryt peru-
CTPUPOBAThCS IMUIETITU(GOPMHBIE pa3psiabl U/WIK He-
cneundpudeckoe auddysHoe 3amemnenue. MPT-kap-
TWHA TOJIOBHOTO MO3ra, KakK TIpaBUJIO, HOpMajbHas.
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B nukBope oOHapykuBaeTCsl HEOOJIBIIIO TJIEOLIMTO3, KO-
TOPBIIT MOXKET COMTPOBOXKIATHCS HE3HAYNTEIBHBIM TTOBBI-
IIEHWEeM cojiepxXaHusl OeKa y yactu nauueHToB. [Tocie
MOATBEPKIECHUST AMArHO3a CUHAPOMAa HEOOXOOUM TIa-
TEJbHBII TOMCK OIyXOJu, st 4ero rpoBoasitcss MPT
IPYAHON KJIETKU W XWBOTA, YJIBTPAa3BYKOBOE MCCIIeI0BA-
HUE IIeU, OTIPEEISIIOTCS KaTeX0JaMUHBI B MOUYE M OHKO-
HelipoHabHbIe aHTUTENA. [IPOTOKOIBI OHKOJIOTUYECKOTO
HaOJTIOIeHUS 3TUX MALIMEHTOB BBIXOIAT 32 paMKU JaHHOM
CTaTbH M ONTMCAHBI B TOCTYITHOI JIuTepaType [16—18].
Jleuenue. OOBIYHO UCTIOJB3YETCS TIPEAHU30JIOH B CY-
TOYHOM no3e 1—2 MI/KTr B TeUeHHE HEeCKOJbKUX HeJeb
0 TeX Top, TMoKa He TPOUCXOAUT OOpaTHOE pa3BUTHE
cuMnToMOB. Toraa MoCTeneHHO 103a CHIKAETCST B TeUe-
HUE HeAeNIb MITA MecsilieB. Bo MHOTHX ClTydastx IepcucTy-
pyfolliee I PeIUINBUPYIOIIee TeUeHe CHHIPOMA Tpe-
OyeT TOpPMOHAJIBHOM Teparnmny B TeYeHNE HECKOJTbKUX JIET.
V maumeHTOB, PEe3WCTEHTHBIX K TPEIHU30JIOHY, MOXET
HCTIOJIb30BaThCs MYJIbCOBasT TEPAIUsT BHICOKUMU J03aMU
nekcameTaszoHa [16]. Onmmcana 3¢ @eKTUBHOCTb BHYTPU-
BEHHO BBOJIWMBIX UMMYHOTJIOOYJIMHOB y YaCcTH TTAllMeH-
TOB, a TaKXXe PUTYKCUMaba U IPYruX IIUTOCTATUKOB.
IIpoeno3. HeBpojornueckuii TPOTHO3 HE 3aBUCUT
OT TMPOTHO3a OHKOJOTrMYeckoro. HeGoblioil mpoleHT
MalMeHTOB MOTYT TMOMPABUTHCS TTOJHOCTBIO. Y 0O0Jb-
IMWHCTBA JaXKe TP afeKBaTHOM JIeYeHUU (hOPMUPYETCST
JIBUTATEJIBHBIN Ae(UITUT pa3HOI CTETTeHU TSKECTH U UH-
TeJUTeKTyallbHbIe paccTpiicTBa. TsoKecTh HapyIIeHU MO-
JKET HapacTaTh BO BpeMsI MHTEPKYPPEHTHBIX MHMEKITNIA
Octppie 3HnmedaIonaTHd ¢ WMYHHOOOYCJIOBJIEHHBIM
SMUJIENTHYECKUM CTATYCOM — TaKoe Ha3BaHMe ISl TPYI-
MBI PEAKUX STUJICTITUIECKUX CHHAPOMOB TPEITOXKIIA
R. Nabbaout B 2011 . [19]. Ipyrnna BkitoyaeT B cedst aBa
SMWIENITUYECKUX CUHAPOMA, KOTOPHIE, BO3MOXHO, STBJISI-
J0TCS BapMaHTaMU TeYEHUSI OMTHOTO M TOTO K& COCTOSTHUS:
1. Cungpom (hedbpuabHO-TIpOBOLIMPYeMOl pedpak-
tepHoit sHuedanonatuu (FIRES ot anrn. Fiver-Induced
Refractory Epileptic Encephalopathy Syndrome). B Ha-
CTOSIIIINIA MOMEHT CUMTAETCs, YTO K 3TOMY CUHIPOMY
OTHOCUTCSI M CHHAPOM pa3pylIUTETbHON OSIUIETICUN
y neteii mkonbHOTO Bo3pacTta (DESK ot anry. Devastat-
ing Epilepsy of School-aged Children). OTronorus cun-
nIpoma Hem3BecTHa. I[lpenmosaraercst, YT0 UMeEeT MECTO
BOCITaJiecHHe, KOTOpOe TTPUBOIUT K BEIOPOCY MEIMAaTOPOB
BOCITAJICHUSI, 3TO 3alyCKaeT CYJIOPOTH U CTaTyC, MOCIe-
HUI B CBOIO OYepelb YCUIIMBAET SIBICHUST BOCTIAJICHUS.
BospacT pa3Butusi cuHIpoMa caMblii pa3Hblii. 3a00-
JIeBaHWEe HAYMHAETCS OCTPO — Y HEBPOJOTUIECKH 3I0PO-
BOTO pebeHKa Tocie mnepeHeceHHoW uHdekmu (B 96%
clyyaeB) pa3BUBaeTCs pepakTepHbIN SMUIETITUYECKUI
CTaTyc, KOTOPBI MOXET MTPOAOIKATHCS HECKOJBKO JHEM
nny Henemb., CTaTyc MOXET OBITh KaK (hOKaJbHBIM, TakK
u reHepanu3oBaHHBIM. [locie Bbixoma u3 cratyca ¢op-
MUpyeTCs (hapMaKOPEe3UCTEHTHAsT SIWICTICUST W TPYObIi
KOTHUTUBHBIN neduiut [19, 20].
Jlabopamopnas duaenocmuxka. B nukBope oripemnesnsi-
eTCST MUHMMAJIBHBIN TIJIEOLMTO3, CIeluduiecKkue aH-

benoycosa E.JI. u coasm. IMMYHHOOOYCIIOBIICHHBIE SMUIECTICUU Y JETei

TuTesna oTcyTeTBYIOT. Ha B3T dukcupyercst (pokanbHast
WA MYJTBTA(OKaTbHAsE aKTUBHOCTD, YaCTO B TTEPUCHITb-
BUapHbIX 30HaX. MPT-kapTuHa roJoBHOTO MO3ra Ha Ha-
YaJbHBIX CTAAUSIX HOpMaJibHasI, TTO33Ke MOTYT BO3HUKATh
W3MEHEeHUs] CUTHajla B O00JIaCTU MeauaJbHOTO BHCKa
1 aTpodusT MeTUaTbHBIX OTIEI0B BUCOYHBIX HoJeit y 50%
nauueHTos [19].

Jlewenue. TIpUCTyNbl HEUYBCTBUTEIbHBI K aHTUIIHU-
JIETITUYECKUM TpenapataM. Yacto st KyImUpoBaHUsI
TpeOyeTCcsT TMOTICHTANIOBBINI HAapKO3, TIPU YMEHBIIEHUHN
aHeCTe3WH U TIOTBITKE OTKAa3a OT Hee MPUCTYIIbI PEIAIN -
BUpyIoT. UMMyHOCympeccuBHas Teparnust Hea(h EKTHB-
Ha. MHorma momoraet KeToreHHas agueta [19].

IIpoeno3 HebOnaronpusaTHbIiA. JleTaabHOCTh COCTaB-
nset 30%. IMocTeneHHO B TeYeHUe Hele b WA MeCSIEeB
MPUCTYITBI CTAHOBSTCS peke Y MOTYT ITOTOM TTPEKPATUTh-
cs1. MHoTUMe JeTH B JajdbHEWIEM CTpamaloT YMCTBEHHOM
OTCTaJOCThIO.

2. TeMUKOHBYIbCUI-TEMUTUIETUU-3TTUJICTICUA CHH-
npom (HHE-cunapom — ot anmi. Hemiconvulsion-
Hemiplegia-Epilepsy) — penkuii CMHAPOM C pa3BUTHEM
y pebeHka Ha (oHe (peOpuIbHON 00Je3HN TEMUKIOHU-
yeckoro ctatyca. CumTaeTcsi, YTO ero 4acToTa B MOCIe/l-
HUE TOAbI YMEHBIIMIACh, UTO CBSI3BIBAETCSI C yCIIEXaMU
B JICUEHUU DITMJIETITUYECKOTO cTaTyca. TouHbIe MeXaHU3-
MBI €T0 Pa3BUTHUS HEM3BECTHHI. B KayecTBe BO3MOXKHBIX
ATUOJIOTUYECKUX (PaKTOPOB YIMOMUHAIOTCS BEHO3HBIN
TpOMOO03, 0OYaroBbIe U3MEHEHMS CTPOCHUS KOPHI, OITUCHI-
BalOTCS U UIMONaTU4YecKue ciaydau [21].

3abosieBaHMEe HAUMHAETCS C TPOJOHTMPOBAHHBIX
KJIOHUYECKMX CYIOPOT, KaK MPaBUJIO, UMEIOIINX YeTKUIA
¢okanbHbIl KOMMOHEHT. [locie cymopor (opmupyetcst
LIEHTpaJbHass TEMUIUIETUsSI, MHOTA B COYETAHUU C JIPY-
TUMU 09aroBBIMU CUMITTOMaMHM, HAIIpUMep, C MOTOPHOI
acasueii. [Tocne nmeproaa OTCyTCTBUSI TPUCTYTIOB pa3HOM
MPONOKUTETbHOCTY BO3HUKAIOT CITOHTAHHBIE TPUCTY-
MBI, KaK TIPaBWJIO, CJOXHBIE (DOKaTbHBIE, WCXOISIINE
13 BUCOUHOM nonm [21, 22].

Jlabopamopnas duaenocmuka. B pasrap 3aboieBaHUst
MPUCTYITHBIE Pa3psiibl 3aKITI0YAIOTCS B PUTMUYHBIX ME/I-
JICHHBIX BOJIHaX ¢ yacTtoroii 2—3 B 1 ¢ (OuaaTepaibHBbIX,
HO € aKILIEHTOM I10 aMTUTUTY/IE TI0 TTOpaske HHOMY TTOJTyIIa-
pUIO) B COYETAaHWM CO CaliKaMU, CHaiK-MeIeHHBIMU
pa3psimaMu M OBICTPOM aKTUBHOCTHIO ¢ yactotou 10 IiI.
Tlocne cratyca pa3BuBaeTcs aejibTa-3aMellJIeHUE B Mopa-
JKEHHOM TIOJTYIIApUH VJTH peke TIEpUO MOAaBIeHUS OC-
HOBHOI OMO3JIEKTPUUYECKOI aKTUBHOCTH. B manbHelimemM
XapakTepHa MYJIbTU(OKAIBHOCTD 3MUJIETTTU(MOPMHBIX
pa3psiioB Ha MexTpucTtynHoit D91 Ha MP-tomorpam-
M€ TOJIOBHOTO MO3Ta PerMCTPUPYeTCs TOBBIIIEHUE CHUT-
Hana B T2-pexume, 4acTo 3axBaThIBalolllee IMOJylIapue
LIEJTMKOM M MHOT/IAa BhI3bIBAIOIIEe CMEIIeHNE CPETUHHBIX
cTpykTyp Mo3sra. [lo cyTu, 310 sIBJIEHMST OTeKa BCEro 1o-
nymapusi. Ilocne octpoit (as3bl 3a00sieBaHUST pa3BUBaCT-
cs1 atpocdus nonymapus [21, 22].

Jleuenue B ocTpoil aze cBoguUTCS K OOpnOE C BIH-
JIEITUYECKUM CTaTyCOM M C OTEKOM TOJOBHOTO MO3ra.
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ITo BbIXOAE M3 AMMJIETITUYECKOTO CTaTyca IallMeHTHI,
KakK MpaBWJIO, MPOIOJIXKAIOT MOJydYaTh aHTUATIMIETITH-
YyecKylo Tepanuio nepopaibHo. [Ipy pa3Butuu B gaib-
HelimeM (papMakope3uCTeTHOCTH SIUJIETICUA MOXET
okaszaTbcsl I(POEKTUBHBIM HEWPOXUPYPIrUIECKOE BMeE-
maTeabcTBO [21, 22]. B oTiimume OT BBIIIEONMMUCAHHBIX
3a00yieBaHUI U CUHAPOMOB 3((HEKTUBHOCTH UMMYHHO-
MOJIyJIUpYIOIIei Tepanuu He noka3aHa. [lokazaHa paH-
HSIST M aJieKBaTHasl peaOUIMTaLIMsl IBUTATEIbHBIX Hapy-
meHuit (remurierun) [21].

IIpoeHo3 ©3ydeH HelOCTaTOYHO B CBSI3U C PEAKOCTHIO
cuHApoMa. BONBIIMHCTBO TMalMeHTOB B HajbHEMIeM
CTpajaloT YMCTBEHHON oOTcTasiocThio. [IporHo3 npura-
TebHOrOo neduumnTa BapuadeieH. [eMuruiernst MoxeT
cTaTh MPaKTUYECKU HEe3aMETHOW Y HeKOTOPBIX TallueH-
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Cungpom bapra

U.B. Jleonmvesa, FO.M. berosepos, E.A. Hukonaesa

OCIN «Hay4HO-1ccnenoBaTeNnbCKNn KIMHUYECKUIA MHCTUTYT neamatpum» FT60Y BMNO PHAMY um. H.U. Muporoea, Mockea
Barth syndrome

LV. Leontyeva, Yu.M. Belozerov, E.A. Nikolaeva

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Moscow

Cunnpom bapra siBisiercsi X-clienieHHbIM periecCHBHBIM 3200/1eBaHHEM, KOTOPO€ XapaKTepu3yeTcsi KapANOMHONATHEl, CKeJIeTHOI
MHONaTHeN, 3aJePXKKOil pocTa, HeliTponenneil 1 yBeJHYEHHbIM CO/lepXKaHueM B Moye 3-MeTHINTYTAKOHOBO# Kuc10Thl. Cunapom
Bapra ObL1 BiepBbie OMICAH KaK 00J1€3Hh MUTOXOH/IPHIA, IPUBOASINAS K HETPONEHNH, 2 TAKIKE CKEJIETHOIl U CepIeYHOli MUOIATHH.
Bosee ry0okoe noHnManue natoreHe3a 3a00JeBaHs CBA3aHO ¢ Pa3pa0d0TKOii ero OCHOBHBIX reHeTHYECKUX MeXaHu3MOB. MyTtanuu
B rete TAZ (Xq28) npuBoadaT K norepe ero ()yHKUMH, HAPYIIEHUIO CTPYKTYPbI KAPIMOJMITMHA U OTBEYAIOT 32 (DEHOTUN CHHIPOMA
Bapra. [1anueHTbI HOABEPKEHDbI YTPOKAIOMIEH JKIU3HH OAKTEPHATbHOI NHGEKIMH U CENCUCY BCIEICTBHE HEHTPONEHNH; PA3BUBAIO-
Wascs cepeyHas HeJOCTATOYHOCTh 00YC/IOBJIEHA KapAMOMHONATHEl, CHHIPOMOM HEKOMMAKTHOro Muokapiaa. TakTuka BeneHus
00JIbHBIX B IOCJIEIHIE TO/IbI PETEPIENa H3MEHEHHUs, YTO MPHUBEJIO K NOBBINIEHHIO MPOIOIKUTETbHOCTH UX KU3HU.

Karoueewte caosa: demu, cunopom bapma, ouramayuonnas kapouomuonamus, HeKOMRAKMHbLIL 1€8bLIl Jceay0oUeK, apummus, Muo-
namus, 3a0epiucKa pocma, HelimponeHus, 3-Memun2aymaKoHo8as auudypus, 1e4eHue.

Barth syndrome is an X-linked recessive disease characterized by cardiomyopathy, skeletal myopathy, growth retardation, neutro-
penia, and 3-methylglutaconic aciduria. The Barth syndrome was first described as a mitochondrial disease leading to neutropenia
and skeletal and cardiac myopathy. A deeper insight into the pathogenesis of the disease is associated with the development of its
main genetic mechanisms. Mutations in the TAZ gene (Xq28) give rise to a loss of its function and to abnormalities in the cardiolipin
structure and are responsible for the phenotype of Barth syndrome. Patients are susceptible to life-threatening bacterial infection and
sepsis due to neutropenia; evolving heart failure is caused by cardiomyopathy, non-compact myocardium syndrome. Patient manage-
ment tactics have recently undergone changes, resulting in longer survival.

Key words: children, Barth disease, dilated cardiomyopathy, left ventricular non-compaction, arrhythmia; myopathy, growth retarda-
tion, neutropenia, 3-methylglutaconic aciduria, treatment.

1 onucaJiu napuuvaJlbHBIC (beHOTI/Il'[bI (I/I3OJTI/Ip0BaH—

CI/IHJIDOM Bapra xapakrepusyercss KIMHUYECCKOU
TPUANON CUMIITOMOB: KapJIMOMUOIIATHUS, CKEJIeT-
Hasi MUOTIAaTUS U HelTpornieHust. CUHIPOM OBLT BITepP-
Boie onucaH [lutepom baptom (P. Barth) B 1983 .
Ha OCHOBaHMU HabJIOAeHUS 3a OOJbLION TOJIaAHA-
CKOW CEMbEW C BBICOKOW MJIaA€HYECKOU CMEpPTHO-
CThIO, MPUYMHAMHM KOTOPOU SIBISIUCH WHGMEKIUU
WJIM TIpOTpeccupylollas cepaeyHass HeJ0CTaTOUHOCTb,
TIPW 3TOM JUIST HOBOPOXICHHBIX OBLTIO XapaKTepHO
coUyeTaHWEe KapIUOMHUOIATUU, CKEJETHOW MUOTATUUN
n HelWiTporneHuu [1]. Bo3amoxkxHoO, TepBoe omucaHue
3abosieBaHUsI OTHOCUTCS K 1979 1. [2], Korna aBTOpbI
cooOmmunu o ciydyae X-CUEMJIEHHOW pelecCUuBHOM
KapIMOMMOIIAaTUU ¢ aHOMAaJbHBIMU MUTOXOHIPUSIMU.
B HacTosiee BpeMsi B MUPOBOU JIMTepaType HIUPO-
KO HMCITOJIb3yeTCsl TEpMUH «cuHApoM bapra» (OMIM
#302060). R. Kelley u coaBT. K TUITMIHOU Tpuame
CUMIITOMOB TO0ABWJIM OPTAaHWUYECKYIO aIUIypUIo

© KonnekTtuns aBTopos, 2015

Ros Vestn Perinatol Pediat 2015; 5:33-41

Anpec nist Koppecnonaenuuu: Jleontsesa Mpuna BukroposHa — 1.M.H., ipod.,
TJI.H.C. OTAg¢Jia IMaToJIOTUn CCp,[[C‘{HO—COCyZ[P[CTOI‘/I CHUCTEMBI Haquo—nccnezLo—
BaTCJIbCKOTO KIIMHUYECKOTO MHCTUTYTA NeAUaTprun

benosepos FOpuit MuxaiiioBuu — 1.M.H., pod., IJI.H.C. TOTO Xe oTaea
HuxonaeBa EKaTCpI/IHa AJ'[CKCaHIlpOBHa — O.M.H., TJI.H.C. OTJ¢J1a ICUXOHEBPO-
JIOTUU U HACJIeCTBEHHbIX 3a00J1€BaHUI TOTO XKe YUPEXKICHUA

125412 Mockaa, yi. Tangomckas, 1. 2

Hasi HEUTPONEHUS W OTCYTCTBUE KapAWOMUOMATHH)
[3]. OtcyrcTBMEe mopaxkeHMs cepalla y TalMeHTOB
¢ cuHapoMmoM baprta oTMeueHo KpaiiHe peako — B 6%
cnydyaeB [4]. Cunapom bapra siBasieTcss MpUYMHOM
rubesn TJIOAO0B MYXKCKOTO TOJa M3-3a BBIKWIBIIICH
WU MEePTBOPOXIEHUS [5].

Cungpom bapra uMeeT YHUKaJbHBIM TaTOTeHE3:
3TO €IWHCTBEHHOE W3BECTHOE 3a00JIeBaHME 4YeIOBeKa,
MPU KOTOPOM TIEPBUYHBIM JIe(PEKTOM SIBJISIETCS PEMOIE-
JINpOBaHME KapAuoaunuHa — ¢dochonumnuna MeMOopaHbl
MuTOXOHApWit [6]. Bome3Hb TopaskaeT MHOTHE CUCTEMBI
opraHusMma [7].

PacnpocTpaHeHHOCTb

Bo Bcem mupe B 2012 I. 110 JaHHBIM pPerUCTpPa OOIb-
HbIX ¢ cuHapomoM bapra (Barth Syndrome Foundation
Registry, BSF) 6bu10 n3BectHo o 151 6onbHOM. B CIIIA
KaXIblil TOJ IMAarHOCTUPYIOT 0K0o 10 HOBBIX ClTydyaes.
Yacrora cunapoma cocrtasisier 1/300 000—400 000 po-
JKIEHHBIX XUBbIMU [8]. HeT pacoBbIX WM 3THUYECKMX
pasInyuii.

B 1999 1. mogBuIOoCh onmMcaHue IMSITU HEPOACTBEH-
HBIX ceMelt ¢ cuHapomoM bapta, BeIsiBIeHHBIX B FOTO-
3anagHoit AHriuu u FOxxHoM Yanbce B TeueHue 7 JieT
[9]. B mambHeilimem ObLIO co0OOmEHO O 13 OOJBHBIX
13 8 HEpOJCTBEHHBIX CeMeil B JaHHOW pernoHalbHOU

POCCUNCKWIA BECTHUK NMEPUHATOJIOMU U MEANATPUN, 5, 2015

33




oyt yucieHHocteio 6 000 000. TTpu aTom mo-
TeHIIMaJbHasl pacyeTHas yacToTa CUHAPOMA COCTaBJISIET
1/140 000 xuBopoxaeHHbIX niu 0,22/100 000 yenoBek
(kone6anus <1-9/1 000 000) [10]. [To naHHBIM cTIElIA-
nu3upoBaHHoro peructpa (2011), B Bennkobputanuu
ciiygan cuHapoma bapra Ob1in mmarHoctupoBaHbl B 30
ceMbsiX, B 17 M3 HUX MaJbYUKU WA MYXYUHBI KUBBI
no Hacrosiiero Bpemenu [10]. [Mo-BuaumMomy, UCTUH-
Has YyacToTa CMHApoMa OoJjiee BbICOKas, TaK KaK 4acTh
cllyyaeB ¢ YMEPEHHOU BBIPAXKEHHOCTbIO KIMHUYECKUX
CUHIPOMOB WJIM BHE3aITHOW CMEPTBHIO OCTAaeTCs Heaua-
THOCTUPOBAHHOM.

feHeTn4yeckue acnekTbl

OCHOBHO# TeHEeTUYeCKUil AedeKT TMpU CUHIPOME
bapra — myranus B reHe tadpazuHa (TAZ, npexHee Ha-
3BaHue reHa — G4.5) [11]. Ten Bkaovaer 11 3K30HOB
U PACIIONIOKEH Ha IJTMHHOM Tiiedye X-XpoOMOCOMBbI — Xq28
[12]. YcTanoBneHo 6omnee 120 pa3aMuHBIX MyTalMii TeHa
TAZ [13]. OcHOBHBIE MyTallMU, BBISIBJICHHBIE Y OOJBbHBIX
¢ paHIy3CKOI KOTOPTHI, ITpeACTaBIeHbI B TadauIe [14].

BosbinHeTBO MyTanmii reHa TAZ — mucceHc-MyTa-
1M1, HeOOIbIIIMe UHCEePLIMU WU Aejelinu. JInb y psna
MalMeHTOB UMEETCs TTOTePsI KPYITHOTO 3K30HAa UK (B Of1-
HOM cJly4yae) OTCYTCTBYeT Bech TeH [15]. Myrauuu Obliu
3aperucTpUpOBaHbl BO BCeX dK30HaX reHa TAZ, B ToM
YUCJie BApUAHT HEM3BECTHOTO 3HAUEHMUS BBISIBJIEH B 9K-
30He 5 [16]. TeHOTHIT/(DEeHOTUTT KOPPETSILIMU 10 CUX TTOP
He orpejiesieHbl, HaOJIo1aeTcsl BapuadeIbHOCTh TTPOSIB-
JIEHU# y 60JIbHBIX B OlHOM ceMbe [17]. Y 13% manpunkoB
OblIa yCTaHOBJIEHa BHOBb BO3HUKIIASI MyTallus de novo
[13]. B ocranbHBIX ciydasiX >XXEHIIUHBI SIBJISIIOTCS HO-
CUTETbHUIIAMU MYTAHTHOTO Te€Ha, TIPU 3TOM y HUX €CTh
50% BepOSITHOCTH TiepeaaTh HECYIINIA MyTalIMIO TeH ChI-
HOBbsIM. Bce mouepu KeHIIMH-HOCUTEIbLHUIL 30POBHI,

OB30PbI JINTEPATYPbI

HO TOJIOBMHA U3 HUX TaKXKe SBJISIOTCS HOCUTEbHULIAMU
MYTaHTHOTO TeHa. B OTHEeNBbHBIX ClTydasx ObIT JOKyMEH-
TUPOBaH TOHAIHBIN Mo3anu3M [18].

Kpaiine peako cuMnTombl cuHapoMa bapTa BhISIBIISI-
J0TCS Y XKEHIIIWH B CBSA3U C HApyIIeHHON X-MHAKTUBAIIN-
eit. UMeeTcs cooO1eHne o 3KeHIInHe ¢ CMHApoMoM bap-
Ta M aHOMaJIusIMu 00enx X-xpoMmocoMm [19].

MNaTtodusuonorus

Ten TAZ xonupyer anmnTpaHcdepasy, KoTopasl Kata-
JIU3UPYET PEMOJICIMPOBAHUE KAPAWOIUITMHA B MUTOXOH-
npuanbHbeix MemoOpaHax [20]. Kondurypamus ammn-ie-
nei KapaMoJUIMHA SIBJISIETCS] TKaHEBO-CIelu(puyecKom
KapauonunuH ¢ 4eTbippMsi JUHOJEWI-(parMeHTaMu
(TerpanuHonewn-kapauonunuH, L4—CL) npeumyiie-
CTBEHHO JIOKAJIU3YETCS B TKAHSIX C BHICOKMM OKUCTUTEb-
HBIM TIOTEHIIMAIOM. B cepreyHoli 1 CKeJIeTHBIX MBIIIAx
L4—CL cocrasasiet 1o 70—80% oT 00611110 KaparuOoJIUITn-
Ha [21]. [Tpu myTtanusx reHa TAZ cHuxXaeTcs oOpa3oBa-
Hue L4—CL B mojb3y MOJEKYJ KapAUOJIUIIMHA Pa3HOTO
alWIbHOTO cocTaBa. B pesynbrare HakaruMBaloTCs €ro
MPOMEXYTOUHbIC BUJIBI, HECYIIUE 3, a He 4 JIMHOJICOUI-
rpynibl (monolysocardiolipins, MLCL) [22]. OTo npu-
BOAWUT K 3HAYUTEJIBHOMY TIOBBIIIEHUIO COOTHOIIEHMS
MLCL: L4—CL [23], 4TO CIy)XUT OCHOBOW IJIsI pa3pa-
0OTaHHOTO B HACTOSsIIIEe BpeMsl YYBCTBUTEILHOIO TeCTa
JMMarHOCTUKMU cuHapoMa bapra [24].

KapauonunuH urpaetr BaXHYIO poOJb B MOIAEpXKa-
HUM CTPYKTYpbl MeMOpaHbl MUTOXOHIpUii [25], B3au-
MOJIECTBYET C PSIIOM MMTOXOHAPHUAJIBHBIX O0eJTKOB [26],
a TakKe yJacTBYeT B MUTOXOHIApHUAIbHOM arorrose [27].
Tak, KapAMOJUTIMH CTAOUIUZUPYET CYNEPKOMILIEKC JbI-
XaTeJbHOMW 1IeNMU ¥ ONTUMU3UPYET BbIPAOOTKY SHEpPruu
B MUTOXOHAPUSIX [28]. 3HaueHWe KapAWOJIUIIMHA B TTOM-
Nep>KaHUU MUTOXOHIPHUAIbHOM 1IeJIOCTHOCTU TOATBEpP-

Tabauya. Tanbl myTammii reHa TAZ y 22 6oabHbIX ¢ cuHapoMom bapra Ha npumepe ¢paniy3ckoii Koroptsi [14]

N3MeHeHre HYKJICOTUIHOM
MOCJIEI0BATEILHOCTI

Jlokanu3zaius

JledekT Genka Tun myranuu

DK30HHI 15 Del exon 1-5

Jleneums 5K30HOB

DK30HBI 6—11

DK30H 2 c.143delinsGG
OK30H 3 c.280C> A
DK30H 3 c.281G> A
Dk30H 4 c.356T> G
DK30H 6 c.478A>T

del exon 6-11

OK30H § c.589G> A

DK30H § c.589G>T

DK30H 8 c.646G> A

DK30HBI 8—9 del exon8-9

OK30H 9 ¢.659_660dupGTCC
WHtpoH 9 c.700-1G> A
WuTpon 10 c.778-1G>T

p.-Glud8fsX CnBUT paMKW CYMTHIBAHUS
p.Arg94Ser MucceHc-myTaiust
p.Arg94His » »

p-Vall19Gly » »

p-Lys160X HonceHc-myrarnus

Jenenus sK30HOB

p.Glyl197Arg MucceHc-myTanus
p.Glyl197Trp » »

p.Gly216Arg » »

p.Leu221fsX
p.?
p.?

Jleneiust 9K30HOB
CIBHT paMKW CYMTHIBAHUSI
JledexT crutaiicuHra

To xe

34
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KIaeTCs Pa3IMIHON CTENeHbIO CTPYKTYPHBIX M (DYHK-
LIMOHABHBIX HApYIIEHWH MUTOXOHIPUIA, BBIIETEHHBIX
U3 KJIETOK OOJIbHBIX ¢ CUHApoMoM bapra [29].

HzyueHne maroreHe3a cuHapoma bapra y deioBeka
JI0 HelaBHETO BpeMEHU OBbLIO 3aTPyIHEHO OTCYTCTBU-
€M DBKCITIepUMEHTAJTbHOW MOJAEIN Y MIIEKOMUTAOIINX.
Jnst  vcclenoBaHUsT UCTONB3YIOTCS  KYJITUBUPYEMbIE
KJIETKM, a Take MeTaboInYecKre CyOCTaHIIMU TaliueH-
toB [30]. B 2010 . ¢ ucrmonb3oBanneM TexHoaornu PHK-
nHTepdEepeHIIN OblJla CO3IaHa MBIITUHAS MOIETh CUH-
npoma bapra [31].

KnuHunyeckne nposiByieHnsa

TunuuHble MpU3HAKKU 3a00JieBaHUST BKJIIOYAIOT Kap-
JNIMOMUOIIATUIO, CKEJIETHYIO MMOTIATHI0, HEHTPOIIEHUIO,
3a/Iep>KKy POCTa M TMOBBIIIEHUE 3SKCKPEUUM C MOYOM
3-MeTWITIyTaKOHOBOI KUCIOTHI (Ipyroe Ha3BaHUEe CUH-
npoma bapra — 3-MeTWITrTyTakKOHOBasl alUaypusi 2-ro
tuna) [3]. Uudopmanus o cunnpome bapra B ocHOBHOM
coOpaHa U3 OTIMCaHUsI OTIETbHBIX KIMHUYECKUX CTyYaeB.
OTHOCUTENIbHO HEAaBHO ObUI MpeICTaBieH MOAPOOHBIN
aHaJIU3 Pe3yJbTaTOB HAOJIIOJAEHUS JOCTATOUYHO OObILION
cepum — 34 u 73 6osbHBIX [4, 32], 4TO 3HAUUTEJILHO pac-
HIUPWIO TpeacTaBlieHUs] 0 (heHOTUTTMYECKUX TIPOsIBIIE-
HUsIX 3a00JIeBaHUSI.

Knuanyeckue npusHaku cuHapoma bapra (TunuyHbie
MPU3HAKNA OTMEYEHBI 3BE30UKOM):
CepneuHo-cocyaucrbie
* JWIaTallMOHHas KapIMOMUOTIATHS;

* HEKOMIAKTHBII MUOKapI JIEBOTO XEeJTyI0UKa;

*  YIJIMHEHHbI KoppurupoBaHHbIi uHTepBan Q— T (Q7¢);
* (ubposIacTO3 PHAOKAPAA;

*  3KeJIyJIOuKOBasl apuTMUsl/BHE3arHas cepeuHasi CMepTh;
* HEYTOYHEHHasl KapIMOMHUOMaTusI;

* rurnepTpoduveckasi KapIiMoOMHUOIaTUsI.
Heiipombiineynsie:

* 3a/epkKa MOTOPHOTO pa3BUTUSI;

* TpOKCHUMajJbHasi MUOTATUS;

*  [aToJIOTMYecKasl yTOMJISIeMOCTb;

*  HENepeHOCHMMOCTb Harpy3oK.

HespoJaoruyeckue:

*  TPYAHOCTHU B OOyYEHUU;

*  ne(ULNT BHUMAHUS;

*  UHCYJBT (cepaeuHast aM00Jus).

T'emarosornueckune u UH(GEKIMOHHbBIE:

*  HEUTpoIeHus;

*  peuuauBUpylolIre a)TO3HBIE SI3BbI U 00JIb B IECHAX;
* TepuaHaJIbHBIN IEPMaTHUT;

*  Tepuoauyeckue 0akTepuaabHble MH(PEKIINN;

*  CenTuleMus.

DHIOKPUHHbIE U META00IMYECKHE:

*  3-MeTWITIyTaKOHOBas alluaypusi;

* KOHCTUTYLMOHaJbHAasl 3aJepXKa pocTa U KOCTHOTO

BO3pacrTa;

*  3ajiepKKa MOJO0BOr0 CO3PEBAHMS;
*  TUIIOXOJIECTEPUHEMUS;
*  TUTOTJINKEMWSI;

Jleonmvesa U.B. u coasm. Cunipom bapra

* JIaKTaTalua03 (4acTo COIMYTCTBYET CEPAEYHON HeI0-
CTaTOYHOCTH);

*  OCTEOTEHUs.

Ketyn04HO-KHIIEYHbIE:

*  Tpo0JieMbl BCKAPMJIUBAHUS;

*  3MU30IMYECKAs] WIX XPOHUYECKAs Tuapesl.

Jucvopduynbie yepThi:

*  IyOOKO MOCaXeHHbIE [71a3a;

* TIOJIHbIE 11IEKU;

* OTTOMNBIPEHHBIE YU (B CTApIlIeM BO3PacCTe).

Inox;

*  KapAMOMUOMATUSI;

*  BOJSIHKA IUIONA;

*  BBIKM/BIIIM U MEPTBOPOXKIEHUSI MYKCKOTO MOJIa.

KappuanbHbie HapylueHus

Kapnnomuonatust sIBisieTcss OCHOBHBIM KJIIMHUYE-
CKMM TIpU3HAKOM cHUHApoMa bapTa ¢ BbICOKOIT pacrpo-
CTpaHEHHOCTBIO B paHHeM Bo3pacte. JlaHHBIE perucTpa
BSF nokasbiBatoT, uto 70% MalMeHTOB ¢ CUHIPOMOM
BapTa nMeIoT KapaAMoOMUOTIaTUIO Ha TIEPBOM TOIY KU3HU
(OONBIIMHCTBO M3 HUX — B TepBbie 6 Mec Xu3Hu) [32].
IIpeobnagaer auaaTaliMOHHAsT KapAUOMUIIATHSI 4YacTo
¢ pubposnacro3oM sHmokapaa [12]. [NomoBuHa OOJIBHBIX
WMEIOT BEIPaKEHHYIO TPaOEKYISIPHOCTD JIEBOTO JKEJTyI0U -
Ka, YTO SIBJISIETCS] TIPU3HAKOM CUHIPOMa HEKOMITAaKTHOTO
muokapaa. [To TaHHBIM IMHAMMYECKOTO DXOKapauorpa-
¢uueckoro HabOMOAEHUS 3a 22 MalMeHTaMM C CUHIIPO-
mom baprta ¢ poxaeHust u 1o 10-y1eTHero Bo3pacTa BbI-
sIBJleHa He3HaYWTeNIbHas TIOJIOXKUTEbHAsT AUHAMUKa
KOHEYHOTO JIHWACTOJIMYECKOTO IUMaMeTpa JIEBOTO XKeJy-
nouka, ¢pakuuy BblOpoca M (pakUMU YKOPOUYEHMSI,
Mpu 3TOM Macca MMUOKapja TOCTOBEPHO yMeHbIIAlach
[14]. Bo3MoxXHO coueTtaHWe AWUJIATAIIMOHHOW M TUIIep-
Tpodmraeckoi Kapaomuonatuu [ 10, 14, 33]. 3HaunTennb-
HO pexe cooOIIaeTcsi 00 M30JMPOBAHHON TUTIEPTPOhU-
yeckoii kapauomuorniatuu [10, 33, 34]. JIeBsiit xkenymnouek
MOXKET PEMOIETUPOBAThCS C BO3PACTOM. YMepeHHas q-
JIaTalysl TIOJIOCTH TPU B3pOCIEHNM pebeHKa TpaHcdop-
MupyeTcsl B Tunieptpoduto muokapaa [33].

o nocnenHero BpeMeHu cuHapoM bapTa mioxo nna-
THOCTUPOBAIU. PeTpOoCTieKTUBHBIN aHaW3, MPOBEICH-
HBIA B ABCTpaJIny, MO3BOJUJI MIPEAIIONOXNUTh, 4TO 4,8%
MaJIbYMKOB, HaOmomaBmmxcsa B 1987—1996 rr. ¢ ama-
THO30M Kapauomuonatuu, uMmenn cuHapom bapra [35].
Ilo manHbIM peructpa aetckoit Kapanomuonatuu CIITA
(Pediatric Cardiomyopathy Registry of the USA), mo-Bu-
nuMoMy, 3—5% Bcex MaJlbdMKOB C KapIMOMMOMaTHei
cTpajmalot cuHapoMoM bapra.

YUuThIBast BHICOKYIO CKJIOHHOCTh K MH(EKIIMOHHBIM
3a00JieBaHMSIM Ha (hOHE HEUTPOTIEHNU, HavyaJIbHbIE TIPO-
sIBJIEHMS TTIAaTOJIOTUU CepALA y MalMEHTOB ¢ CUHIPOMOM
BapTa HepeaKo MPUHUMAIOTCS 32 BUPYCHBI MUOKAPINT.
B cBs131 ¢ 9TMM 0c000€ BHUMAHUE CIIEYET YACISITh Mallb-
YUKaM C JTWarHO30M BUPYCHOTO MUOKapAuTa IJIsT CBOE-
BpPEMEHHOTO MCKJIIoYeHusI cuHapoMa bapra, ocobeHHO
B TeX CJIydJasiX, KOTJa MPUCYTCTBYET HEMTPOTIEHUSI.
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CreflyeT OTMETHUTD, UTO XOTS KapAMOMUOTIATHUST CITy-
SKUAT KJTIOYEBBIM KIMHUYECKMM TPU3HAKOM CHHIpOMa
Bapra, He y Bcex MallMEHTOB €CTh TOpaXkKeHUEe Cepala.
C. Spencer 1 coaBT. COOOIIN/IN O 3 MallMeHTaxX B BO3pacTe
3, 5u 17 net, KOTOpble HUKOTIa HE MMEJIN KapAMOMMOIIa-
TUM, HECMOTPS Ha GOJIbHBIX POACTBEHHUKOB C KJITMHHWYE-
CKM 3HAYNMOM KaparnomMuoratueit [33].

JleyeHne XKapauOMHUOTIATUM HaIMpaBJIeHO Ha KOp-
PEKILIMIO CHUMIITOMOB CEpAEYHON HEJOCTAaTOYHOCTH.
Kak mpaBwio, mauMeHThl ¢ cuHapomoMm bapra mator
XOpOUINA OTBET Ha MpUMeHeHWe MHHTUOUTOPOB aHTHO-
TeH3WHIIpeBpalaiomero pepmMeHTa u 6eTa-010KaTOpOB,
y OoJjiee MOJIOBUHBI MALIMEHTOB HOPMaU3ylOTCs (pak-
LI BBIOpOCA JIEBOTO KETyJAOYKa W AUACTOTMIECKUIA
o0beM [4]. BMecTe ¢ TeM psin malMeHToB pedpakTepHbI
K MPOBOAMMOI Tepanuu OO MPU M3HAYAIBHO XOPO-
el TWHAMUKE TTOC/e HECKOJBKUX MECSIEeB WM JIET
CTaOMIBHOCTH OTMEYaeTCsT YXYOIIEHWe, 4YTO Tpeoy-
eT TpaHcIUlaHTauuu cepaua [32]. Bo3pact Ha MOMEHT
TpaHCIUJIAaHTALIMU Cep/lia BapbupyeT oT 1—2 et mo 10—
15 net no nanHubIM peructpa BSF [8].

Y GOJBHBIX CYIIECTBYET PUCK XKEJIyTOYKOBOW apuT-
MWU 1 BHE3AITHOM CEPASIHON CMEePTH, KOTOPBI 3aBUCHUT
oT Tskecty Kapauomuomnaruu [36]. C. Spencer U coaBT.
obHapyxuau, 4to 9 (13%) n3 70 mauueHTOB UMEN JI0-
KYMEHTHPOBAHHBIE KETYIOYKOBBIE APUTMUM, YTO IIO-
TpeboBaJio NpuMeHeHUs Kapauoaeduodpwmistopa [37].
BobIIMHCTBO 3apeTMCTPUPOBAHHBIX JKM3HEYTPOKAIOIINX
apuUTMUI BBISIBJIEHBI Y IeTel cTapiiero Bo3pacra. OaHako
MMeEIOTCS yKa3aHMs Ha 2 ciiydas BHe3aImTHO CMepTH, 00-
YCJIOBJIEHHOW XeTyJI0YKOBOW apUTMUEN, y TeTell paHHe-
ro Bo3zpacta [37]. [Ipeanocsbiiky ajist 3J1eKTpUIeCcKOi He-
CTaOMJIBHOCTH MUOKAp/Ia CO3MaeT YIUTMHEHEe NHTepBaIa
QTc, xotopoe ObLTO BBISIBIEHO Y 43% manueHToB [37].
VYnnuHeHHbI nHTEepBa Q7c OTMEYEH y eTei ¢ CUHAPO-
MoM bapra Kak mpu runepTpodudecKoit, Tak 1 Tpu Iu-
JIaTallMOHHOM KapauomuonaTuu. [IpUdUHOM 2IeKTpU-
YeCKOM HeCTaOMJIBHOCTH MHMOKAapAa BO3MOXHO CITYKUT
MmuopuopuUIsIpHas ae3opranu3anns [38, 39], a Takke
HapyLIeHWS 9HAOTIIa3MaTHUECKON CETU U MUTOXOHIPUIA,
BIIUSIIONIME HA TPAHCITOPT KaJbLIMS B KapaAMOMUOLIMTAX
1 TIPOBOJSIIIINX KJIeTKaX Ha (DOHe HapyIIEHUIT CTPOSHUS
u pyHKIIMM KapauonumnuHa [31].

HewTponexnus

HeittponieHuss oOHapyXuBaeTcss KaK ITOCTOSIHHBII
WJIM TPaH3UTOPHBIN TTpr3HaK y 90% MalueHTOB ¢ CHHIPO-
MoM bapta, oHa MoXeT ObITh BBISIBJIEHA JlaXke Y HOBOPO-
SKIEHHBIX B IyMOBUHHOM KpoBH [ 1, 39]. Bmecte ctemy 10%
MalMeHTOB YPOBeHb 1 (PYHKIIMU HEUTPODUIOB B TEUEHUE
JUTUTEIbHBIX TMEepUOIOB HAOIOACHUST OCTAlOTCS HE Hapy-
IIEHHBIMU. MexaHU3M HEUTPOTNeHWU TIPOJOJIKAET U3Y-
yaThcs. [1o mTaHHBIM CTepHANTBHOM MTyHKIIMU, HEUTPOTICHUS
CBsI3aHa C MpeKpalleHreM POCTa MUEIOLUTOB [1] 1 KoMm-
MEHCAaTOPHBIM MOHOIIMTO30M B TiepuhepruecKoii KpOBU
[3]. BeimBuHyTa rumnoresa, 4yTo MPUYMHON HEUTPOTNIEHUU
SIBJISIETCSI YCWJIEHHBIN anonTo3 HeiTpoduiios [40, 41].

OB30PbI JINTEPATYPbI

AOCOJIIOTHBIE 3HAYeHUsS] HEUTpPO(DUIOB Yy HEKOTO-
pPBIX MaJIbUMKOB BapbUPYIOT B OTHOCUTETBHO Y3KOM
JIuarna3oHe, Ipyrue MMeIoT IUPOKUe U HeTlpeacKasye-
Mble KoJiebaHUsSI YpOBHSI HelTpoduioB. DTO 3aTpyi-
HSIET JIeYeHWe TPaHYJIOUUTAPHBIM KOJOHUECTUMYJIH-
pyloimuM (GakTOpoM, KOTOPHBIM IIMPOKO MCITOJIb3yeTCs
y MalMeHTOB ¢ HelTporieHuei (B peructpe BSF coo6-
IEeHO 00 WCIMOJIb30BAaHUU KOJOHUECTUMYITUPYIOIIETO
¢akTopa y moJIOBUHBI MALIMEHTOB ¢ cMHApoMoM bapra)
[32]. HeliTporieHus y maiiueHTOB MOXET ObITh OCTPO
W XPOHMYECKOW MJIM UMKJIMYHOM, HO Yallle BCeTo OHa
KpaTkoBpeMeHHast [9]. HeiliTponeHnus mnpenpacroia-
raeT K pa3BUTHIO Pa3IUIHBIX OaKTepuadbHBIX MHDEK-
LU — OT JUTUTEJbHBIX WH(MEKIIUI BEPXHUX IbIXaTeTh-
HBIX TyTel, 3B B TOJOCTU pTa, BOCIAJIEHUST IECeH,
rMepuaHajJbHOTO JepMaTUTa M OO0 CeIrcuca W MOJIUOop-
TaHHOW HEeI0CTaTOYHOCTU. BMecTe ¢ TeM Ha (poHe MH-
¢deKuMoHHOTO 3abojieBaHUSI yPOBEHb HEUTPOGhUIOB
MOKET MOBBIIIATHCST O HOPMaTbHOTO WU CYITepHOP-
MaJIbHOTO 3HaueHus [3].

CoueTaHue TSKEIOW HEWTPOIEHUU, KapAuoMHUOTIa-
TUM, MUTOXOHAPUATBHON IMCHYHKIINKA, HU3KOU MBbI-
MIEYHON MacChl, CKIIOHHOCTU K TUIOTIMKEMUU W MO-
JIOYHOKHCIIOMY alliI03y MOBHIIIAET BEPOSITHOCTh CMEPTH
Ha ¢hoHe TshKeJiol 6akTepuanbHO nH(ekumnu [1].

HeBponorunyeckne paccTpoucTea u ckeneTHas
mMuonartus

CkeneTHasi MMUOIATUSl XapaKTepHa ISl CUHIpOMa
bapra. ¥ OGonblMHCTBA MajJb4MKOB MMEET MECTO 3a-
nepXKa ABUraTebHbIX yHKIMi [39, 42]. PazBuBaercs
MbIlIIeYyHasl c1a00CTh MPEUMYIIECTBEHHO TPOKCUMAab-
HOTO TWUIIa, TMCTaJbHAsI MbIILIEYHAsl CJ1a0OCTh HE XapaK-
tepHa [4]. [TauneHTs ¢ cuHapoMoM baprta MoTyT XOIUTB,
HO 4acTO H€ B COCTOSIHUM JE€MOHCTPUPOBATh HOPMaib-
Hy0 (PU3NYECKYI0 aKTUBHOCTb, HalpuMep, MUHaTh Ms4
wi Oerath. BrnocnencrBum, mexay 40 u 50 romamu,
pa3BMBAETCsl TsDKeasi XpOHUYECKash MUOIATUSI C yMe-
PEHHBIM TIOBBIILIEHWEM YPOBHsI KpeaTuH(ochoKuHa3bI
B kpoBH [17]. [Tpu Oromncum cKeaeTHOM MBIIIILBI OTIpee-
JISIeTCST HAaKOTUIEHNE JIMITUAOB B MUoLIMTax [14].

MasnbunKu, Kak MpaBUJIo, HE UMEIOT KJIaCCUYECKOTO
st muonaTun Jinna. CHMKEHHBI MBIIIEYHBIN TOHYC
MOXET TIPUBECTU K (POPMUPOBAHUIO MOSICHUYHOTO JIOP-
no3a. TUNMMYHO 3aMEeTHOE CHUKEHUE MBIIIEYHOI MacCHI.
Cepbe3Holi Tpo0eMOii SIBISIETCS YTOMJISIEMOCTh, U He-
KOTOpbI€ MaJTbYMKHW UCTIOIB3YIOT MEPEIBUKHbBIC CPEICTBA
(kossickn). OrpaHndyeHus1 GyHKIIMOHATbHBIX BO3MOXHO-
cTeil UMeIT MHOTO(aKTOPHBIN TeHe3 — HapyllleHue cep-
JIEYHOTO pe3epBa, YMEHbIIEHWE YTWIM3AIMU KUCIopoaa
CKeJIETHBIMU MbIIamu [33].

JlaHHbIe MBIILIEYHOU Onoricuu Tpu cuHapome bapra
He MMEIoT crielu@uyeckux ocobeHHocTeil. Bo3aMoxkHO
HaKOTJICHUE JIMITUIHBIX BaKyoJiel, aTpodust BOJOKOH |
TUIIA, paclIpeHre CyOcapKoJieMaJbHbIX MPOCTPAHCTB,
MOSIBJIEHNE aHOMAJIbHBIX MUTOXOHIPUI U Pa3TMUHbBIC 13-
MEHEHUs KOMIUIEKCOB JIbIXaTeJIbHOM 1eTn [43].
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PesynbraThl HEWPOIICMXOJIOTHUYECKOTO TECTUPOBAHUS
BBISIBJIIIOT y 4YacTU OOJIbHBIX HapyIIEHUSI 3PUTEJIbHO-
MPOCTPAaHCTBEHHOI opueHTauuu [44]. YcTaHOBIEH MoO-
BBILIEHHBIN PUCK Pa3BUTHSI MHCYJIBTOB Ha (DOHE TSKETOM
XPOHMYECKOM CepIedHOl HeJOCTaTOYHOCTH [45].

MeTtabonunyeckue HapyLieHUs

buoxumuueckum mapkepoM cuHapoma bapra ciy-
KAT 3-METWITIYTAaKOHOBAs allMIYPUsl, KOTOPas MOXET
COYeTaThCsl C TOBBIIIEHHOW TOYEYHOM BKCKpeuuei
3-MeTUrIyTapoBOii KucjaoTbl. O0e opraHnuyecKrue Kuc-
JIOTBI MPEACTABSIOT cO00i MeTaboauThl L-neiinuHa —
AMHWHOKHUCJIOTHI C PAa3BETBIEHHON YTJIEPOIHOU LIETbIO.
IIpy KonMMYecTBEHHOM aHajM3€ OpraHWYeCKUX KUCIIOT
Y MHOTHX MaJIbMMKOB ¢ cuHApoM bapra oGHapyxuBa-
eTcst BeipakeHHoe (5—20-KpaTHOe) MOBBIIIEHUE YPOBHSI
3-METUJTJIyTAKOHOBOM KHUCJIOTHI B MOY€, YPOBEHb 3-Me-
TWITJYTapOBOM U 2-3TUATUAPAKPUIOBOI KUCIOT TaKXKe
yBenauueH [3]. BMecTe ¢ TeM B peikux ciaydasix y naiu-
E€HTOB COJIep>XXaHUE B MOYE 3-METUJITIyTapOBOM KMCIIO-
THI OBUTO HOpMaJIbHBIM [46]. OTMeueHa BaprabeIbHOCTh
9KCKpEUUN 3-MeTWITJTYTAKOHOBOM KUCJIOTHI B TeYEHUE
cyToK [9].

Jpyrumu MeTaboTMIeCKIMU HapyIIeHUsIMU
npu cuHAapoMme bapra sIBISIIOTCS HU3KWIT YpPOBEHb Tpe-
ampoymuHa (79%), CcHWXeHWEe YPOBHSI XOJecTepruHa
JIMTIOTIPOTEUIOB HUBKOU TIOTHOCTH (56%), THUIOXO0NIe-
crepuneMusi (24%), yMepeHHO YBEJTUYCHHBII YPOBCHB
KpeaTMHKUHA3bl (15%), MOTOYHO-KUCTBINA allMa03, TH-
MOTJINKEMHUSI, CHIDKEHUE YPOBHSI KApHUTUHA W apTUHU-
Ha B TIJ1a3Me, TMOBBIIIEHUE aKTUBHOCTM CHIBOPOTOYHBIX
TpaHcaMMHa3, ruriepammonuemusi [ 13, 47]. Jlakrar-aiu-
103 ¥ TUTOTIMKeMHUsT 0oJiee pacripoCTpaHEeHbl B HEOHA-
TaJlbHOM U paHHEM JIeTCKOM Bo3pacte. HeckonbKo ciy-
YyaeB OCTPOI METabOJIMIYECKOI JEKOMITEHCAIIUN U CMEPTU
OBbUIM OMMCaHbl Y HOBOPOXKACHHBIX [47].

JInist neyeHust HapyleHUi oOMeHa BelllecTB Py CHU-
JKeHUM YPOBHSI KApHUTUHA B T1J1a3Me OOJIbHBIM Ha3Hava-
1ot L-kapHutuH [48]. [IpuMeHeHne MaHTOTEHOBOM KUC-
JIOTBI OKa3aj10ch HeaeKTUBHBIM [49, 50].

3apepxka pocTta

3anepkka pocta HabJIo1aeTCsl Y BCeX MalMeHToB [4].
MHorue ¢pakTopbl MOTYT CITOCOOCTBOBATH 3aEPKKE PO-
cta ipu cuHapoMe bapTta, B TOM 4Mcie TUTOX0e MUTaHue,
nuapest, KapIMOMUOTATHSI, PEeUUANBHUPYIOIINEe WHMEK-
nuu. XapakTepHa KOHCTUTYLIMOHHAs 3aJepXXKa pocTa
B KOMOWHALIMY C 3aJIeP>KKOI TTOJIOBOTO co3peBaHus. [1o-
JIOBUHA MallMEHTOB MOJIOXKeE 18 JIeT UMEeIOT Maccy U JUTUHY
Tesa HUxe 5-ro npoueHTws. [Tocne 18 et coxpaHsieTcst
TEHICHIINST K CHIDKEHHMIO Macchl Teia (B cpemHeM 13-it
TIPOTIEHTUITh; Muamna3oH <1—63%). B To e Bpems B 3TOM
BO3pacTe XapaKTepHO YBEJIWYEHHWE IJTUHBI Tesla, OObIY-
HO POCT JOCTUTaeT HOPMaJIbHBIX BO3PACTHBIX 3HAYEHUIA
(B cpenHem 50-11 MpOLIEHTUIIb; T1ara3oH oT 8-ro 10 90-ro
npoueHTUst) [4]. Ckayok pocTa B Bo3pacte 15—21 rona
MOXET COTIPOBOXKIATLCS YXYAIIeHNEM (hYHKIIUU CepAla.

Jleonmvesa U.B. u coasm. Cunipom bapra

WccnenoBanus, mpoBeaeHHbBIE Y 22 MTAIIMEHTOB B BO3-
pacrte oT 4 Mec 1o 24 neT ¢ cuHapoMoM baprta mokazanmu
cyOHOpMaTbHBI YpOBEHb TOPMOHA pocTa B KpoBu [S51].
OOHapyXeH Takke Ie(UIUT MHCYJIMHOMOI00HOTO (haK-
topa pocta-1 (IGF-I).

CreayeT OTMETUTh, YTO He BCE JIETU C CUHIPOMOM
Bapra nMmeroT HapylleHUss pocTa M CHIKEHHE MacChl
tena. C. Spencer u COaBT. TOKYMEHTaJIbHO IMOATBEPANIIN,
910 25% ManbuMKOB B Bo3pacTe 10 18 jeT mMeau maccy
BbIle 20-To TpoLeHTWIs, 6ojee YyeM y 50% maluneHTOB
WHIEKC MacChl Tejla ObIT HOPMAaJbHBIM WJIM TTOBBIIIEH-
HBIM [4].

Mpo6nembl NnUTaHUs

OueHb Majo MHMOpMALIUM O TIpobdJieMe BCKapMJIU-
BaHMs Tipu cuHapome bapra. Cool1iaercst, 4To MHOTHE
JIETH He CIIellaT MepexXoauTh Ha TBEPAYIO MUILY U UMe-
IOT POTOMOTOPHYIO CIa00CTh, YTO TPUBOAUT K PBOTHO-
My pedJiekcy, TIJIOXUM HaBbIKaM JKEeBaHUSI, YBEJIUUEHUIO
WHTEepBajia MeX/1y MprueMaMU MUIIN U HEOOJIbIIUM 00be-
mam nopumid. I1o nanneiv BSF peructpa, !/, manuenTon
Ha OMpeaeIEeHHOM dTare HyXX/Jal0TCsl B BBEAEHUU HAa30Ta-
CTpaJIbHOTO 30Ha WJIU CO3IaHUM TaCTPOCTOMBI [32].

BbIKnAbiLIM M MEPTBOPOXAEHUS

Wudopmanust o mepBom ciydae cuHapoma bap-
Ta, pacrio3HaHHOM TIpeHaTalbHO, OblIa OMyOJIMKOBaHA
B 1997 1. [52]. B Hacrosiee BpeMsT M3BECTHO, YTO Kap-
JUOMHUOIIATHS TIpU cuHApoMe bapTta MoXeT pa3BUBaTh-
cs yke Ha 18-i1 Henene 6epemenHocTH [53]. B 6 ceMbsax
¢ cuHapoMoM bapra 9 neteit ObITM MEPTBOPOKIACHHBIMU,
14 ymepnu B paHHeM Bo3pacTe U ele B 9 ciydasx oepe-
MEHHOCTb 3aKOHYMJIACh BHIKUIBIIIEM. BaxkHO OTMETUTB,
YTO JKEHIIMHBI (C JOKAa3aHHBIM HOCUTEJbCTBOM CHUH-
npoma baprta) TepsiioT MilaieHIIeB MYXXCKOTO MoJjia u3-3a
MEpTBOPOXKIECHUST WM BBIKWAbIIEH Bo Il Tpumectpe
O6epemMeHHOCTU. BHYTpuyTpoOHO hopmMupylolasics: Kap-
JWOMHUOIIATHASI M BO3PACTHO-3aBUCHUMas SKCIIPECUs reHa
TAZ noaTBepkaatoT ero poJib B XU3HU 3MOPUOHA, TII0/1a
¥ HOBOpOXIeHHOro [52, 53]. B sxcnieprMeHTaIbHBIX UC-
CJIeTOBAHMSIX Ha MBIIIIAX IMOKA3aHO, YTO TTPU KOPMIIEHUH
caMOK C caMOTo Hadajla OepeMeHHOCTH TOKCHUITUKIIH-
HOM (B pe3yJibTaTe MpOUCXOAUT paspyuieHue TAZ) y ux
TMOTOMCTBA Pa3BUBAIOTCS paHHUE MPU3HAKU CepHCUHOM
JMUACTOJIMYECKON  MTUCGHYHKIIUU, TUIIEPTPAOEKYISIUS
M HEKOMITaKTHBIN Muokapn [54]. [Toatomy B ciryyae BO-
JSTHKY Y KapAMOMUOTIATUH Y TUTOAA MYXKCKOTO TI0Jia Clie-
JIyeT UCKITIouaTh cuHApoM bapra.

Avcmopdonorus

Manbunku ¢ cuHApoMoM bapra MMeroT 3HauYMTeNb-
HOE CXOJCTBO B UepTax JINIa, 0COOEHHO OT MJIaficHYeCTBa
JI0 paHHETo TMOIPOCTKOBOTrO Bo3pacta [55]. B panHem
JIETCTBE JIULIO KPYTJIOE C TTOJTHBIMU IIIEKAMM, IETH UMEIOT
TaK Ha3bIBaeMbI «aHTEIbCKMI» BHeTHWI BuA. Ilocie
MOJIOBOTO CO3PEBAaHUS TOJIOBA M JIUIO CYXKAIOTCSI, YIIHN
CTaHOBATCS 00JIee 3aMETHBIMM.
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OwarHocTtuka

Mcropuuecku cioXuioch Tak, YTO IMarHo3 CUHApOMa
bapra ycranaBimBaics mpu BbISIBICHUM Y MAJTbBYMKOB KOM-
OMHAIMKU KapIUOCKEJIeTHOW MUOMaTUM, HEUTpOTeHUun
U 3-MeTUTIIYTaKOHOBOM artuaypuu. OnHaKo 3aBUCUMOCTb
OT 3TOI TMAarHOCTUYECKOI TpMaakl OblIa ypeBaTa mpooJie-
Mamu. Bo-mepBrIX, y !/, TalMEHTOB HET HENTpPONMEHMM.
Bo-BTOpBIX, ypOBeHb 3-METWJITJIYTAKOHOBOU alluaypuu
MOXET ObITh HOPMaJIbHBIM. YKa3aHHbIE TTPOOJIEMbI B 1Ma-
THOCTMKE 3HAYUTETbHO YMEHBIIWIMCH TTOC/Ie BHEAPEHMS
orpenesieHus COOTHOILIEHUSI MOHOJM30KapAMOIUITMHA
(Monolysocardiolipin — MLCL) u TerpanuHoua-Kapamo-
sunuHa (tetralinoleyl-cardiolipin — CL4), onpeaensiembix
C MOMOIIIbIO BBICOKOYYBCTBUTEIBHON KMIAKOCTHOW TaH-
NIEMHOI XpoMarto-macc-criektpoMmerpun. CooTHOIlIeHUe
MLCL/CL4 y 3nopoBbeix neteit <0,006 (0,004—0,009),
y TIaLIMEHTOB ¢ cMHApoMoM bapra oHo mpeBbiiiaer 2,52
(1,51-4,22). 3nauenust CL4 y 310poBbIX >132 1MoJb/MT
(95 % CI 100—169), uto B 4—5 pa3 BbIlle, 4eM y MallMeHTOB
¢ cuHapomomM bapra.

3HAUUTENIbHBIM TIPEUMYIIIECTBOM 3TOTO METofa SIB-
JISIETCSI BOBMOXHOCTB OTIpe/ieJIieHUsI TaHHBIX MapaMeTpoB
B Pa3/IMYHbBIX KJIETKAX ¥ TKaHSIX, B TOM YMCJIEe B BBICYIIIEH-
HBIX KaruisiX KpOBM Ha OYMaXKHBIX OJaHKax (TEXHOJOTUS
cyxoro miaTHa) [7, 39]. DTO cooTHOIlIEHHWE MOKa3biBaeT
100%-10 TMarHOCTUYECKYIO YYBCTBUTEIBHOCTD U CITEILIN-
GUUHOCTH I MALIMEHTOB ¢ cMHApoMoM bapra [7, 56].
Ho nHa cerogHsiiHuii 1eHb METOM MCITOJIb3YeTCSI TOJBKO
B HECKOJIbKMX IIEHTpax IO BCeMy MUpPY. AHalU3 Kap-
NUOJIUTTMHOBOTO COOTHOIIEHMSI TIO3BOJISIET TTOCTAaBUTh
OKOHYATEJIbHBIM JMarHo3 IO HaMHOTro 0oJjiee HU3KOM
1IeHe, YeM MOJIEKYJISIPHO-TEeHETUYECKOe MCCIIeI0BaHUE,
U Ternepb MOXET CYUTAThCSI OCHOBHBIM KOMITOHEHTOM
00cenoBaHMs JIMIL MY>KCKOTO ToJia ¢ MIMOTIaTUYeCKOM
IUIATAlMOHHON KapaIrMoOMHOIIaThel, 0cO0OeHHO HOBOPO-
KIEHHBIX U TPYIHBIX JIeTell. AHOMaJIbHOE COOTHOIIIEHUE
KapJIMOJUIIMHA yKa3blBaeT Ha HaJIM4ue MyTallud TeHa
TAZ, v naHHOE UCCIeOBAaHUE MOXET ObITh UCITOJIb30Ba-
HO C 1LIeJIbI0 TeHETUYECKOTO TeCTUpOBaHus. BaxHo oTme-
TUTh, YTO B MMAHEJN JUIS TEHETUYECKOTO CKPMHUPOBAHUS
MalMeHTOB C AWIATallMOHHOW KapAuOMUOTaTheil u He-
KOMMaKTHBIM MHUOKapJIOM JIEBOTO KEJyA0uKa PEKOMEH-
JTyeTCsl BKJIIOUaTh CKpUHUHT Ha MyTaluu reHa TAZ.

Takum o6pa3oMm, /uIst TMarHOCTUKY cuHaApoMa bapra
WCTIONIB3YIOTCS CIEAYIOLINE TECTHI.

OrnpeneneHne SKCKpelny 3-MeTUITTYTAKOHOBON KHC-
JoTbl. JIluarHo3 ycraHaBiuBaercss Tipu S5—20-KpaTHoOM
MOBBIIIEHUM 3KCKpelUn ykazaHHoro Mmerabonuta. [lo-
CKOJIbKY MCCJIeIoBaHWE HecTeUMdUIHO, IS TTOATBEP-
KIEHUST TMarHo3a TpeOyeTcsl BhISIBJIEHWE MyTalluy TeHa
TAZ vnu onpeneneHne KapaAuOJIUTTMHOBOTO OTHOIIIEHUSI.
B penxux ciyvasix mpu 0OqHOKpaTHOM MCCIIeTIOBAaHUM 3KC-
Kpeuusl 3-MEeTUITJYTaKOHOBOM KUCJIOThI y MAllMEHTOB
MOXeT ObITh HOpMasibHOM. [To3TOMY OTpUIIATEIBHBIN pE-
3yJIbTAT TaKXKe CJIeyeT MOATBEePKAaTh MOJEKYISIPHO-Te-
HETUYECKUM aHAJIM30M WJIN KapAUOJIUTTMHOBBIM TECTOM.

OB30PbI JINTEPATYPbI

OmnpeneneHre OTHOIIEHUS MOHOJM30KAPINOININH/
kaparoymnuH (MLCL: 1.4—CL). DToT TecT uMeeT Hau-

JIy4IIyIo TOYHOCTB ¢ 100%-11 InarHoCTUYeCcKOi 4yBCTBH-
TEJbHOCTBIO U CIIEIU(PUIHOCTHIO, HO B HACTOSIIIIEE BPEMSI
JIOCTYTIEH TOJIbKO B HECKOJIBKMX JJabopaTopusix. Tectupo-
BaHUE MOXET OBITh BBITIOJJTHEHO Ha CYXUX TMSTHAX KPOBU
(oTTpaBJAEHHBIX MO MOYTE).

CekBenupoBanue reHa TAZ. UccnenoBaHue ciemyer
MMPOBOINTH Y MAIIUEHTOB C aHOMAJIbHBIM COOTHOIIIEHUEM
KapIWOJUITMHA WA TIPU HETOCTYITHOCTU KapAUOJUTII-
HOTO TeCTUPOBaHUsI. MOJIEKYISIpHO-TeHETUYECKOE WC-
clemoBaHNe PEKOMEHIYETCSl MPOBOAUTH OOJBHBIM M MX
POICTBEHHUKAM JJIS 1IeJieil MeAMKO-TeHeTHUeCKOTO KOH-
CYJIBTUPOBAHMS U MIPEHATATbHOW TMarHOCTUKMU.

MpeHaTanbHaa pUarHocTMKa U reHeTU4eckoe
KOHCYJIbTUPOBaHMe

Knunuuyeckoe 1 reHeTMUecKoe 00cienoBaHe UrpaeT
BaXXKHYIO POJTb B BBISIBJICHUM TTOTEHIIMATbHBIX TTAIIUEHTOB
u cemeii ¢ cunapomoM bapra. Cunapom bapra ciemnyer
Moa03peBaTh NPY HAJIMYMU B CEMbE CIydaeB JAujIaTallM-
OHHOW KapAWOMUOIIaTUU, paHHE! JETCKON CMEPTH, BbI-
KUbIIEN/MEePTBOPOXKACHUM AeTelt My>KCKOTO roJia (Tipu
3I0POBBIX POJUTEJISIX).

NmMmeroTcst enMHUYHBIE COOOIIEHUSI O BHYTPUYTPOO-
Holl nuarHoctuke cuHapoma bapra [52]. S. Bleyl u co-
aBT. TIOKAa3aJIu, YTO YJIBTPa3BYKOBOE MCCJIEI0BaHUE TIJI0/1a
He SIBJISIETCSI HAEXKHBIM JUUISI TIPOTHO3UPOBAHUST HEKOM-
MaKTHOTO MMOKap/a JIeBOTo Xejaymnouka [57]. B cembsix,
UMEIOIIUX POACTBEHHUKOB ¢ cMHApoMoM bapra, mopo-
JIOBasi AMAarHOCTHUKA OCYIIECTBIISIETCS IyTeM MOJIEKYJIsIp-
HO-TEHEeTMYEeCKOTro aHajau3a reHa TAZ B OmonTaTax Xo-
puoHa. Kpome Toro, quarHoctruka MOXeT OCHOBBIBATbCS
Ha oIlpeae/ieHH TToja moaa [58].

AunddepeHumnanbHbii gUuarHo3

OrpoMHOe pa3HOOOpa3ne KIMHUYECKNX MPU3HAKOB,
HaOyonaeMblX TIpu cuHapome bapra, oOycioBiauBaeT
OOILIMPHBIN TTepeueHb 3a00JIeBaHNM, C KOTOPBIMU IMTPOBO-
nutcs nuddepeHmranbHas IMarHocTuKa. 9To 0COOEHHO
BEPHO JUIsI IOHOIIEH ¢ HEIMOJHBbIM KIMHUYECKUM (heHO-
TUIIOM 3abosieBaHus. [1pu nuddepeHInaNIbHON AUarHo-
CTUKE pacCMaTpUBAIOT CJIEMYIOIINE COCTOSTHUS:

* HaCJIACTBEHHAas KapAuoMuomnatus (B TOM 4uCIe
ayTOCOMHO-JIOMUHAHTHasI, ayTOCOMHO-pelIeCCUBHas,
X-cueruieHHasi M MUWTOXOHAPUAIbHO Koaupyemast
(opmer);

* JWIaTallMOHHAs KapIMOMUOIATUSI SHIAOKPUHHOM
wIM MeTaboanueckoii atnojorun. Hanbonee BaxxHo
siBsieTcsl nuddepeHIaibHas JMarHocTUKa ¢ ayTo-
COMHO-PEIECCUBHOM NWIaTallMOHHONW KapAuOMUO-
naTuein, couyeTamwIleiics ¢ aTakcuei u 3-MeTuIrIyTa-
KoHoBoi#t atunypueit (DCMA). 3aboneBaHue BIiepBbIe
OMUCAHO B KaHAJACKOW U (UHCKOW MOMyJSIIUsIX
B 2006 . [59,60], 06ycI0BIEHO TOMO3UTOTHOM MyTa-
nueir B reHe DNAJC19, koTopslii konupyeT OeJloK,
JIOKAJM30BaHHBII B MUTOXOHJPHUSIX KapAMOMHUOIIM-
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ToB. [lonaralot, 4YTo OH UrpaeT pojib B MUTOXOHAPU-
aJTbHOM MMMopTe 6eKka [61]. Y GoNMbHBIX OTMevaeTcst
paHHee Havyajlo AUJaTallMOHHON KapAMOMUOTIaThH,
HEKOMIAaKTHAasl KapAMOMUOMATUS TPU YIJTUHEHHOM
uHTepBasiie QTc, ckeleTHas MUOMATUS, MUKPOILIM-
TapHasi aHeMUsI, HEMPOrPeCcCUpyoasi MO3XKeuko-
Basl aTakCWsl, AUCTEHE3 SIMYeK, HEeIOCTaTOYHOCThb
pocTa, 3-MEeTUJIJIYTAaKOHOBasE U 3-METUJITIyTapo-
Bast aumaypus (3-MEeTWINIyTaKOHOBAsl alUIypust
5-ro tuna). HeiiTporienust He Obu1a onMcaHa;

* muuIeBas KapauoMuonaTus (B TOM yucie npu aebu-
1IUTe TUAMUHA, CeJieHa, KApHUTUHA U BUTaMuHa D);

*  MUTOXOHJpHUAIbHOE 3a00JIEBAHUE;

* IMKJIMYECKasl WU UIUOMATUYECKAs] HEUTPOTEeHHSI.

JleyeHnue

CraHgapTHOe JiedeHHe CepIeYHOM HelTOCTaTOYHOCTU
BKJTIOUAET MCIOJb30BaHEe aHTMOTEH3MHITPEBPALIAIOIIETO
depMenTa, OeTa-0JI0KaTOPOB, TUTOKCHMHA M MOYETOHHBIX
CPEICTB, XOTS HET HUKAKUX OMYOJUKOBAHHBIX MCCIIEN0-
BaHWiA, aHAIM3UPYIOIIMX UX 3P dekTuBHOCTL. Bee 601b-
Hble HYXIAIOTCS B JUIMTEJIBHOM HabomeHnu. MHorue
MaLMEeHTHl ¢ CUHAPOMOM bapTa MoJIoXHUTETbHO pearupy-
0T Ha 3Ty TpaaulLMOHHYIO Tepanuio [39]. Bce GonbHbIE
HY>XIAIOTCST B IJTUTETLHOM HaOJIOAEHUY IJIST CBOEBpEMEH-
HOW JTMarHOCTUKW HapyLIEHW CepaeyHOro putMma. BbI-
SIBIIEHHE KeJTYTOYKOBOM apUTMUU VI CUHKOITOB TpeOyeT
JTOTIOJTHUTENTBHOTO TECTUPOBAHUSI M PACCMOTPEHUS BO-
npoca 06 MMIUTAHTALIMY KaparoaeuopusaTopa.

B TpaHcmmanTanmmm cepaiia HyXnmanuch 14% marm-
eHrtoB peructpa BSF [61]. DTa mporeaypa mokasaja Xo-
pollIe pe3yIbTaThl, HECMOTPSI Ha BBICOKUIA TIpemorepa-
LIMOHHBIN pucK [62]. o mosydeHnst JOHOPCKOTO cepiia
HCTIONB3YIOT acCHCTephl (MeXaHWYeCKHe YCTPOMCTBa
tunma EXCOR) mis neBoro xenymouka [63]. OcHOBHBIE
PUCKU BKJTIOYAIOT MHCYJIBT 3a CYET (hOPMUPOBAHUS CTYCT-
KOB B KaMepax 1 MH(EKIINI0, KOTopasi yCyTyOJIsieTCsT Heii-
TPOTIEHUEM.

V GoNbIIMHCTBA MALMEHTOB, HaXKe TOTyYalolInX ae-
KBaTHBI pallMOH TTUTAaHMS, B TEUEHHE TIEPBBIX 2 JIET K13~
HU OTMeYaeTcsl YMEHBIIIEHNe CKOPOCTU pocTa. YCUIIeH-
HOe TIMTaHWe YacTo MPUBOIUT K PBOTE, MOXET BBI3BATh
OTBpallleHNe K elle U CIOoCOOCTBOBATh OXMpeHUIo. [[o-
6aBKU KyKypy3HOTO Kpaxmaja MOTYT ObITh UCITOJIb30Ba-
HBI JUTSI KOPMJIEHUST HETTOCPEICTBEHHO Tiepel CHOM (KakK
y MAllMEHTOB C TIMKOTEHOBOI 00JIe3HbIO), YTOOBI 0OeC-
MEeYNTh ATBTEPHATUBHBIN NCTOYHUK TJTIOKO3BI I CHU3UTh
CTeTieHb TUTTOTPOMUU MBI B pe3yJabTaTeé HOYHOTO TO-
JnogaHus [64].

ITarmeHTOB ¢ CUMIITOMATUYECKON HEWTpOTeHUEeH
OOBIYHO JIeYaT IMyTeM KOMOMHAIIMU TIOAKOXHOTO BBEIe-
HUS TPAHYJOIMTAPHOTO KOJOHUECTUMYJIUPYIOIIETO (hak-
TOpa ¥ Ha3HAUYEHUsI aHTUOMOTUKOB, C TPO(MUIaAKTUIECKOM
1eabto.  [paHyJIOUMTAapHBIM  KOJOHMECTUMYITMPYIOIINIA
(akrop HazHauvaoT B A03e 2—3 MKI/Kr | pa3 B CyTKH,
KPaTHOCTh MpHUEMa BapbupyeT OT 2 pa3 B HEJEITIO 1 IO €XKe-
JTHEBHOTO B 3aBUCHUMOCTH OT TSKECTH HEUTPOTICHUM Y MH-

Jleonmvesa U.B. u coasm. Cunipom bapra

dexuum [39]. Lenb cocTout B TOM, YTOOBI HE JOMYCTUTH
pe3Koii HEUTPONeHWM W TOBBICUTH CPEIHHMI YPOBEHD
HEUTpoUIOB, a HE 00ECTTEYNTh TTOCTOSTHHO HOPMAaTbHBIM
YPOBEHBb — 3TO MOXET MPUBECTH K TKEION HEUTPODUINI
13-3a CUJIBHOTO BapbUPOBAHUS KOJIMYECTBA HEUTPOGHUIIOB
npy cuHApoMe bapTta. Y MHOTHX TalleHTOB BO3HUKAIOT
CUMMTOMATHUYECKHE YITyYIIEHUS COCTOSTHUSI — MCYE3HO-
BeHMe aTO3HBIX SI3B M BOCIAJICHUS IeCEH, YMEHbIIIEHNE
nposiBIeHUi GakTepuaabHOU MHpekmu u ap. [Mpodu-
JJAKTU4YeCKOe TMpUMEHEHHe aHTUOMOTUKOB YacTo WC-
MOJTb3YeTCsT, YTOOBI CHU3UTh PUCK CEPbE3HBIX MH(MEKIINIA,
0COOEHHO Y MaJIbuMKOB, KOTOPBIE, HECMOTPST Ha HEWTPO-
MEeHUIO, He TTOJyYaroT TePaITiIo TPaHyIOLUTAPHBIM KOJIO-
HUECTUMYJTUPYIOIINM (DaAKTOPOM.

Nudopmanusi 00 3(pdHeKTUBHOCT MeTabOIMUecKOoi
Tepanmuu Tpu cuHapome baprta mpotuBopeunsa. Jlo Ha-
CTOSIIIIETO BPEMEHM OTCYTCTBYIOT PaHIOMU3UPOBAHHEIE
KIMHUYECKUE UCCIIeMOBAHMsI, B KOTOPBIX OLIEHUBAJICST ObI
addexr Meraboamyeckux mnpenaparoB. [lpencraBieHb
JaHHbIE O BO3MOXHOCTM WCIOJIb30BaHMs KosH3uma Q,
y TTalMeHToB ¢ cuHapomoM bapra [61]. B psne uccieno-
BaHUI TMPOIEMOHCTpUpPOBaHa 3(OGHEKTUBHOCTL TPUME-
HeHUsT L-KapHUTWMHA I YJAYYIIEHUS CUCTOJTUYECKOM
dyukumm cepaua [48]. B To ke BpeMs UMEIOTCs COO0IIIe-
HUST 00 YXYAIIEHUN COCTOSTHUST OOJTbHBIX TOCTIEe BBEICHUS
L-xapHutuHa [49]. YuntsiBasi cBeieHMSI O HU3KOM YPOBHE
aprUHMHA TIPY JaHHOM CUHAPOME, B psifie paboT OlleHBa-
JlJaCh BO3MOXHOCTB €To TipuMeHeHus. [TokazaHo, 9To Ha-
3HAYE€HMe apTMHMHA TOBBIIIAET €ro YPOBEHb B ILIa3Me,
YTO COIPOBOXIAETCSI YCKOPEHUEM POCTa M YITydIlIeHUEM
¢yukimu cepaua [14]. BaxkHyio AOMOJTHUTEIBHYIO POJib
B JICYEHUU U peabUIUTALIMN OOTBHBIX UTPAIOT (PU3HOTEpA-
TEBTHI, JIOTOTTE/IbI, TICUXOJIOTH 1 YYUTEIS.

MporHo3

Panee cunapom bapra paccmarpuBaicst Kak 3a00-
JIeBaHUE C BBICOKOW JIETAIbHOCTHIO B TIEpHOJe HOBOPO-
KIEHHOCTU M B paHHEM JETCTBE. BOJBIIMHCTBO Mallb-
YUKOB C cUHApoMoM bapTra yMHpaiT OT cepaeqHoit
HEeIOCTaTOYHOCTH MM MHMeKmu. 1o mTaHHBIM perucTpa
BSF, cpennsisi mponokKuTeIbHOCTD KU3HU TIOCTE yCTa-
HOBJIEHUST TMarHo3a coctapiseT 3,3 roga [61]. B ciydae
MPUMEHEHMST TTOMIePKUBAOIIE Teparmuu TTPOIOJIKI-
TeJbHOCTb XW3HU yBeauuuBaetrcs. Tak, ecau B 2000 T
0oIbHBIE MAJIBYMKHU B BO3pacTe cTapiie 15 JieT cocTaBis-
1 10% Bcex manuenToB, ToB 2011 1. — 36% [61]. U3Bect-
HBI CJTy4au, KOTrJa MYy>KYMHBI ¢ cuHIpoMoM bapTta xwmm
1o 40—50 ner.

3aknovyeHue

Cunapom bapra sBnsiercst X-ClLeTUIGHHBIM peliec-
CUBHBIM 3a00JIeBAHMEM, KOTOPOE XapaKTepU3yeTcsl K-
HUYECKOW TPUAJO0N CUMIITOMOB: KapAUOMHUOIIATHSI, CKe-
JIETHAsE MUOTIATHSI U HEUTPOTIEHUSI B COYETAHUM C PE3KO
YBEJIMYEHHBIM COJIepXKaHUEM B MOY€E 3-METUITITYTaKOHO-
Boit kucyiotel. CHHApPOM ObLT BriepBble onucaH 32 roaa
Hazaj KaK MUTOXOHIpuWajibHOe 3aboneBanue. [lo pac-
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XpoHONATONOTHYECKHE ACTIEKTbI PACCTPOWCTB CHA U KOTHUTUBHbIX (DYHKIIMIA y AeTeil
C HAPYLIEHUSAMM 3PEHUS

U.A. Keavmancon

WHCTUTYT cneumanbHon negarorvkm n neuxonorum MexayHapoaHoro yHMBepcuTeTa ceMbu U pebeHka um. Paynsa BanneHbepra,
CaHkT-lNeTepbypr

Chronopathological aspects of sleep disorders and cognitive dysfunctions in children with
visual impairments

1.A. Kelmanson

Institute of Special Pedagogics and Psychology, Raoul Wallenberg International University for Family and Child, Saint
Petersburg

Haunb6oJiee 3HaYMMBlii ¥ 3aMeTHbIA PUTMHYECKHIT (peHOMEH, HAO/II0IaeMblii B OPraHM3Me YeJI0BeKa, — PUTM CHA—O00APCTBOBAHUS
M CBSI3aHHbIE C HUM M3MeHeHHsl (PU3NYECKNX M NMCUXUYECKNX MPOueccoB. BakHeimmmu SBISIOTCS TaK Ha3bIBaeMble IUPKAIMAH-
HbI€ PUTMbI, KOTOPbIE MEHSIOTCS C MEPUOJMYHOCTBIO MPUOIU3NTENbHO 24 4. [IaBHBIM NMPKAAMAHHBIM NEliCMEKepoOM y MJIEKOIHM-
TAIOIUX SBJISETCS CYyNPaxXuasMaTHIecKoe siIPo runoTajaamyca, ¥ U3 BcexX CTHMYJIOB, MOJTYYaeMbIX 3TOi CTPYKTYPOil, MAKCUMAJIbHO
H3yYeHbl CBETOBbIE MMIYJIbChbl. CBETOBBIE MMIY/IbChI, HE CBSI3AHHDbIE CO 3PUTEJIBLHBIM BOCHIPHATHEM, CJIYKAT HauOoJiee BAXKHBIMU
CHHXPOHHM3aTOPaMH LMPKAAUAHHBIX PUTMOB. Y JeTeil ¢ HAPYIIEHNsIMU 3PEHHs] OTCYTCTBYeT aJleKBATHAA CBETOBAsI CTUMYISALMS, U,
KaK CJIe[ICTBHE, C BHICOKOI BEPOSITHOCTBIO (DOPMUPYIOTCS HAPYIIEHHUS] IUPKATMAHHBIX PUTMOB, YCYTYOJISIIOTCS KOTHUTUBHbIE HAPY-
menusi. PaccmMarpuBaloTcs BaxkHeiilme BADUAHTBI PACCTPOICTB CHA Y J1eTeil ¢ HapyIIeHUsiMU 3peHus1, 00CYKIAI0TCS UX HEeraTHBHbIE
TOCJIeICTBUSA /11l KOTHUTHBHBIX (DYHKIMIA peOeHKa, HAMeYaloTCs BO3MOXKHbBIE MOIX0/IbI K KOPPEKIUH.

Karouesote caosa: demu, koeHumusHbie (pyHKYUU, 00VUeHUe, CACNOMA, COH, UWUPKAOUAHHbBIE PUMMbL.

The most important and noticeable rhythmical phenomenon observed in the human body is a sleep-wake rhythm and related physical and
mental changes. The so-called circadian rhythms that vary over a period of approximately 24 hours are most important. The suprachi-
asmatic nucleus of the hypothalamus is a primary circadian pacemaker in mammals; and light pulses out of all stimuli obtained by this
structure have been mostly studied. The light pulses unrelated to visual perception serve as the most important synchronizers of circadian
rhythms. Children with visual impairments lack adequate photic stimulation and hence circadian rhythm disorders develop and cognitive
impairments worsen with a high probability. The most important types of sleep disorders in children with visual impairments are consid-
ered; their negative impact on a child’s cognitive functions is discussed; possible correction approaches are laid down.

Keywords: children, cognitive functions, education, blindness, sleep, circadian rhythms.

MEHCMEKEPOM Y MJIEKOITUTAIOLINX SIBJISIETCS CyIIpaxuas-
MaTHUYECKOE SIIPO, PACIIOOXKEHHOE B TMEPEIHEM OTIese
rurnorajaMyca. 9DTo sApO MPEACTaBisieT Co00il MapHbIe
00pa3oBaHusl, JJOKATU3YIOLIMECS M0 00 CTOPOHBI TPETh-

U,I/IpKan,VlaHHble PUTMbI

anboJjiee 3HAYMMBIM W 3aMETHBIM PUTMUYCCKUM
(bCHOMCHOM, Ha0JII01aeMbIM B OpraHnu3Me 4eJjI0BE-

Ka, SIBJISIETCS] PUTM CHa—OOJPCTBOBAHUSI U CBSI3aHHbBIC
C HUM U3MEHEHUS (PU3NUECKUX U TMCUXUIECKUX TPOolIeC-
coB. BaxxHeimmMu siBASIOTCSI TaK Ha3bIBaeMble LIMPKaIM-
aHHbIEe pUTMBI. TepMUH «LIUPKAAUAHHBIA» 03HAYAET «BO-
KPYT ITHSI» W UCTIONIB3YeTCs 1J1s1 0003HAYEeHUsI TIPOIIECCOB,
KOTOpPBIE MEHSIIOTCSI C TIEPUOANYHOCTBIO MPUOTUZUTETHHO
24 4, 1 y 4esoBeKa MHOTHE (DU3MOJOTUYECKUE TTPOLIECChHI
KOJIEOJTIOTCS UMEHHO € YKa3aHHOM MepuoauIHOCTbIO [1].
dopmupoBaHre HMPKAIMAHHBIX PUTMOB 00ECTIeYMBAET-
Csl TIPY Y9aCTUM 3HIOTEHHBIX (haKTOPOB, C BOBJICUCHUEM
OIpeNe/IeHHBIX aHATOMMYECKUX CTPYKTYp, BBITIOIHSIIO-
IIAX POJIb CBOEOOPA3HBIX BHYTPEHHUX «4acOB» — IIMPKa-
NMAHHBIX TlelicMeKepoB. BakHelmMm 1mMpKaguaHHBIM
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€ro XeJjylouka MO3ra, BbILE 3pUTEJIbHOTO MepeKkpecTa.
Tunoranamyc conep>KuUT B CBOEM COCTaBe U MHbIE MHOTO-
YUCJIEHHBIE S11pa, PYHKIIMOHAIBHO U aHATOMUYECKU CBSI-
3aHHbBIE C CYNPaxna3MaTuIeCKUM SIIPOM U BbITIOJHSIIOIINE
psin BaxkHenmx dyHKuui. CynpaxuazMaTuiyeckoe sapo
CONEPKUT KJIETKU, KOTOPbIE HE3aBUCUMO OT BHELIHMX
(akTopoB xapakTepusyloTcsl KOJeOaHUSIMU DJIeKTpUYe-
CKoro 3apsiaa (OCHWUISIIUSIMU) C TIEPUOAOM, HECKOJIBKO
MPEBBIIAIOIINM 24 4. YV OTHeNbHBIX UHAUBUIOB MPOIOJI-
>KUTEJIbHOCTh 9TOTO MEPUOJa MOXET HECKOJIbKO OTKJIO-
HSIThCS B CTOPOHY KaK 00Jiee BBICOKUX, TaK U 00Jiee HU3KUX
3HaueHui. [TocKonbKy AMHA LUPKAAUAHHOTO MepUoaa
y yesioBeKa MpeBbIlIaeT 24 4, 1 CAHXPOHU3ALMK PUTMOB
C TEMHBIM U CBETJIBIM BPEMEHEM CYTOK BHEILIHUE CTUMYJIbI
TIOJDKHBI 00ecIieunBaTh HEOOJBIION €XKEeTHEBHBIN «CIBUT
CTPEJIOK BHYTPEHHUX 4YacoB» Ha 0oJjiee paHHEEe Bpemsl.
Takue BHeUIHME CTUMYJIbI MOJYYWJIM Ha3BaHUe zeitgeber
(HeMm.: 3a/1ato1luii Bpemst).

Cynpaxua3mMaTMyeckoe SIpo YesloBeKa CONEPXKUT
B CBOEM COCTaBe pa3iuuHble CTPYKTYpPbl, B KOTOPBIX Me-
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nMaTopaMu BBICTYMAlOT HeiponenTtuabl. B yacTHocTH,
UMEIOTCS HEWPOHBI, MPOAYLIMPYIOIINE aprMHUH-Ba30-
MPEeCCUH U Ba30aKTUBHBI MHTECTUHAJIbHbBIN TTOJUTICI-
Tia. Bosblasi KieToyHasi TOMyJsiiusl cynpaxua3zmMaTu-
YecKoro sifpa y vesjoBeKa MpelacTaBlieHa HelpoHaMmu,
MPOAYUMPYIOIIMMU HelipoTeH3uH. Kpome Toro, siapo
COMEPKUT HEHMPOHBI, MPOAYLMPYIOIIXEe HelporienTua Y.
Bce ykaszaHHbIe HepomenTHabl BbIpaOaTHIBAIOTCS CO-
BMECTHO ¢ raMMa-aMuHomaciysiHoit kucioroii (TAMK),
KOTOpasi TIPUCYTCTBYET BO Bcex KieTKax siipa. Bozmeii-
crBue TAMK B mpenenax cympaxma3MaTUueckoro sijpa
CMOCOOHO BBI3bIBATh IIUKJIMYECKOE MOJABJIEHNE aKTHB-
HOCTU HEWPOHOB [2].

M3 Bcex cTUMyINOB, MOJyYyaeMbIX CyIpaxuazmaTuie-
CKUM SITPOM, MaKCUMaJIbHO M3YYEHHBIMU SIBJISTIOTCST CBE-
TOBbIE UMITYJTbChl. Hanbosee cuibHBIM CHHXPOHU3aTOPOM
IIJISE 9eJloBeKa CIIY>KAT CBET, TMPUYEM HENOCpeICTBEHHO
HE CBSI3aHHBIN CO 3PUTEIbHBIM BOCIIPUSATHEM (TakK Ha-
3bIBAEMOE HEBU3YyaJlbHOE BOCTIpUsiTUE cBeTa). CBETOBBIC
CTHMYJIBI TIPY 3TOM JIOCTUTAIOT SIpa Yepe3 peTUHOTUIIOTa-
JIAMUYECKUI TPaKT, KOTOPBIN TIpecTaBsieT co00i MOHO-
CUHAIITUYECKUI TTyTh, COSAUHSIONINI (hOTOUYBCTBUTEb-
Hble TaHTJIMOHApPHBIE W aMaKpPWHOBBIC KJIETKM CETYaTKU
rasza, comepxantue memaHoricuH, ¢ LIHC [3]. Ompene-
JIGHHYIO POJIb UTPAIOT TaKXKe JPYTHe TMTUTMEHTHI (KPUTITO-
XpoM | 1 2), XOTs UX yJacThe He SIBJISIETCS] 00sI3aTeIbHBIM.
BosiokHa peTMHOTMIIOTAJIaAMUYECKOTO TpakKTa OTXOMIST
OT 3pUTEIBHOTO TepeKpecTa U JTOCTUTAIOT TUIIOTalIaMyca
B BUJIE MEIMAIbLHOTO 1 JIaTepaJibHOTO MyYKOB B MepeIHEM
y4yacTKe cyrnpaxua3smMaTuueckoro siapa. BoiokHa peTuHoO-
TUTIOTAJIAMMYECKOTO TpaKTa KOHTAaKTUPYIOT MpeuMylIle-
CTBEHHO C HEMpOHaMMU, MPOAYLIUPYIOLIIMUMU HEUPOTEH3UH
U Ba30aKTHUBHBIN MHTECTUHAIbHBIN TTOJUTIETITU]L, PEXKe —
C HelipoHamMu, TPOAYLUMPYIOIIMMU aprMHUH-BA30Ipec-
crH. CBETOBbBIE UMITYJIbCHI JJOCTUTAIOT LIEHTPAJbHBIX HEMl-
POHOB CYIpaxrua3mMaTUYeCcKOoro siipa, YTO COMPOBOXKIACTCS
BBICBOOOXKIEHMEM TJIyTaMaTta M JIeroJisipru3alneii Helpo-
HOB simpa [2]. XOTs1 TaHIIMOHAPHBIE KJIETKU SIBIISIIOTCS
BaXXHEWIIMMM (DOTOCEHCOPHBIMU 3JIEeMEHTaMu, obecrie-
yuBaroUMMU  (OPMUPOBAHKUE 1IMPKATMAHHBIX PUTMOB,
MaJIOYKU Y KOJIOOUKHU TaKKe OTYACTH MPUHUMAIOT yJ4acThe
B BOCIIPUSTUM HEBU3YaJIbHOW CBETOBOW WH(OpMaIuu
32 CUET B3aMMOJEHCTBUSI C TAaHIVIMOHAPHBIMU KJIETKaMU
cetyaTk [4]. Y yenoBeka MakCMMaJIbHOE BO3ICHCTBHE
Ha cyTpaxyua3MaTHiyecKoe siipo OKa3bIBaeT MOHOXPOMAaTH -
YecKoe M3Ny9eHHe C IJTMHOM BOJHBI 456 HM; 3aTeM B MO-
psiike YObIBaHUS CJiefyloT BOJIHBI anuHoi 472, 500, 520
u 548 um [5]. Ha saapo okasbIBalOT BO3NEHCTBUE Apyrye
ruIoTaJlaMMueckure siapa, a Takxke 1oB (raphe nucleus),
CHHee MSITHO, CTPYKTYPbI TIEPETHETO MO3Ta, OTHOCSIIIUECS
K ITMMOMYECKOi1 CCTeMe, U pa3InIHble TOpPMOHBI. Adde-
pEeHTHasi THHepBallus Cypaxrua3MaTUIeCcKoro siipa nepe-
YUCJEHHBIMU CTPYKTYpaMU OKa3bIBaeT HE CTOJIb CUJIbHOE
BJIMSIHME Ha LIMPKaaMaHHbIe pUTMBI, KaK CBET. TeM He Me-
Hee OHa MMeeT 3HaYeHUe /IS CUHXPOHU3AIUN IUpKaIu-
aHHOM CUCTEMBI CO CTUMYJIaMU, OTJIMYAIOIIIMMUCS OT CBE-
Ta, TAKMMU KaK YpOBEHb MeJIAaTOHWHA, TeMIlepaTypa Tela,

COMATOCEHCOPHBIE UMITYJIbCHI, IBUTATEIbHAS aKTUBHOCTh
[2]. AddepeHTHBIE CBSI3M CyIpaxma3mMaTUYecKOro siapa
CXeMaTUYHO MpeICTaBIeHbl Ha puc. 1.

B cBoto ouepenb cynpaxmazMaTuueckoe Siapo MMeeT
PSII TPOEKIMOHHBIX CBSA3EH C IPYTUMU OTAETaMU TOJIOB-
Horo Mo3ara. Takue CBSI3U CYILECTBYIOT, TIPEXIe BCETo,
¢ JIpYTUMHM SIApaMM TUTIOTajamyca, a TakKe CO CTPYK-
TypaMU Tajamyca, Oa3albHbIMU OTAeJaMU TepeIHETO
MO3Ta U CEepbIM BEIEeCTBOM, JIOKAIM30BAHHBIM BOKPYT
cwibBUeBa BomorpoBoaa. Ob6sacTh, Ha3BaHHas «CyOma-
pPaBEHTPUKYJSIpHASI 30Ha», TOJy4YaeT UMITYJIbChl OT Cy-
Mpaxua3MaTUIeCcKoro sapa U B CBOIO odepenb hopMupy-
€T MHOTOYMCJICHHBIE MPOEKIIMOHHBIE CBSI3U. BBISBICHO
TakkKe HaJlndue MPOEKIMOHHBIX CBs3eW sApa C Tepu-
BEHTPUKYJISIPHBIM, TIapaBeHTPUKYJISIPHBIM, TOPCOMEIM-
aJTbHBIM IIpaMU U MepeIHEeBEHTPaTbHON 001aCTIMU TH-
nortajgamyca. [TpoeKIIMOHHBIE CBS3U C APYTUMU SIApAMU
ruroTtajgaMyca MpearnojoXUTETbHO 00eCIeurnBaoT M-
KJIMYeCKOe MHTUOUWpYIoIlee BIUsSHUE Ha HEHUPOHBI 3(]-
(ekTopHbIX cucTeM. [TpoeKIIMOHHBIE CBS3U C MepeTHUM
W 3aJHUM OTAEJIaMM THIoTajJaMyca MOTYT o0ecrieunBaTh
peakiuio MpoOyXASHMSI C peryJisiiueit IMKiIa COH—0oap-
CTBOBaHME M TeMIlepaTyphl Teja [2].

BaxxHo#t CTpyKTypoii, OTBeyalollieil 3a peryJsinuio
LIUKJIa COH—OOAPCTBOBAHWE, SIBISIETCS IMUIIKOBUIHAS
Kenesa (3nundu3), Kotopasi B TeMHOE BpeMsi CYTOK BbIJie-
JiseT TOPMOH, Ha3bIBaeMbIii MeraToHUHOM. [Ipu oTcyT-
CTBUM CBeTa JOpcajbHble HEHPOHBI MapaBeHTPUKYJISP-
HOTO siipa TUIIOTajaMyca, OTBEYAlOIero 3a Perysiiuio
aBTOHOMHBIX (YHKIIMII, OOecIeuynBalOT TOHUYECKYIO
CTUMYJISIINIO IUIIKOBUIHOM Kene3bl [6]. HelipoHbr ma-
PaBEHTPUKYJISIPHOTO SIApa UMEIOT MPOEKIIMOHHBIE CBSI3U
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Puc. 1. Cxema addepeHTHbIX IPOEKIMOHHBIX CBsA3€il Cynmpaxu-
azmaTuyeckoro szipa runotajaamyca (CX) [60].
MHS — MeXXKHOXKKOBOE S/IpO.
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¢ HelpoHaMHU, PACTOJIOXKEHHBIMIA B BEpXHEM IIEHHOM
TaHTJIMU, KOTOPbIE B CBOIO OYepeab UMEIOT MPOEKIIMOH-
HbIE CBSI3U C IIMIITKOBUIHOM Xeye30ii. BeicBoOoOXIeHNe
HOpaJpeHaInHa HeipOHAMM BEPXHETO IIEMHOTO TaAHTIIUST
CTUMYJIUPYET IIUIIKOBUIHYIO XeJie3y, CJASICTBUEM Yero
SIBJISIETCST yCUJICHWE BBIPAOOTKM MenatoHnHa. [Tpu Bo3-
JIeCTBUM CBeTa HEUPOHBI CyMpaxua3MaTUIeCKOro siapa
WHTUOUPYIOT HEWPOHBI MapaBeHTPUKYJISPHOTO sapa Th-
roTajlamyca, OTBeYarolIre 3a CTUMYIISILIMIO IITWIITKOBW/I -
HOI1 >XeJie3bl U BIpaOOTKY MeJlaToHMHA. Taknum oOpa3om,
CBET TOPMO3UT BBIPAOOTKY MeJTaTOHWHA, a OTCYTCTBUE
CBeTa IMO3BOJIET IIMIIKOBUIHON Kejle3€ OCYIIECTBISITh
BbIpaOOTKY MeaToHMHA. He ciyyaitHO MenaTOHWH MHO-
rIa UMEHYIOT TOPMOHOM TeMHOTBI. MelaTOHWH, BbIle-
JISIEMBIM IUIIKOBUIHOM XeIe30M, BO3AECUCTBYET MO Me-
XaHU3MY OTPUIIATEJIbHON 0OpaTHOM CBSI3W Ha HEMPOHBI
CYIMpaxna3MaTUIecKoro siipa, TOPMO3s WX aKTUBHOCTh
[2]. Cxema TIpOEKIIMOHHBIX CBSI3€H CylpaxuazmMaTuye-
CKOTO siipa MpecTaBlieHa Ha puc. 2.

Cyrnpaxua3zmMaTiecKkoe siipo CIIOCOOCTBYET TOIIEpP-
SKAHWIO COCTOSTHUSI OOIPCTBOBAHMUS 3a CYET aKTUBUPYIO-
X CUTHAJIOB B THEBHOE BPEMST CYTOK U MOJIEPXKAHUIO
CHa 3a CYET CHIKEHUST aKTUBUPYIOIIUX BIUSHUMN B HOY-
HOe BpeMsl. DTO TaK Ha3bIBaeMbIii IIMPKAIMAHHBIN Npolece
(mpouiecc C) peryasuuu LKMKJIA2 COH—OOIPCTBOBAHUE.
Jpyrum BaxkHEeWIIUM (PaKTOPOM, BIUSIONIMM Ha CKJIOH-
HOCTh K HACTYIUICHUIO CHa, SIBIISIETCS «HAKOIJIEHHOE
GoapcTBOBaHUEe» (T.e. BpeMsi, MpOIIEAIIee ¢ MOMEHTa
OKOHYAHMS TIPEAbIAYIIEro TMepuoaa cHa). DTo Tak Ha-
3bIBAEMBIIl TOMEOCTATHYECKHII Tpouecc (IaBieHUEe CHa,
npoiiecc S), HapacTallIUii B mpoiecce 0OIPCTBOBAHMS
Y CHIDKAIOMIMICS Toce CHa. YKa3aHHas IBYXKOMITO-
HEHTHasI MOJIEJTb TIPEIToIaraeT, YTo 110 Mepe HapacTaHUsT
YTOMJIEHUS U TIOBBIIIEHUsI TTOTPEOGHOCTU BO CHe (ycHie-
HUST «IaBJIEHUSI CHa») 10 OTIPeIe]IeHHOTO MOMEHTA OJTHO-
BPEMEHHO YCUTMBAIOTCS IIMPKaaAUaHHbIe CUTHAJIBI, U 3TO
CITOCOOCTBYET ToAAepKaHUI0 GompcTBoBaHMS. OIHAKO
3aTeM WHTEeHCUBHOCTD IMPKATUMaHHBIX CUTHAJIOB CHIKA -
€TCST, 9YTO TIPUBOIUT K HACTYIIJICHHUIO CHA.

CrnocoOHOCTD K MOAIePKaHUIO COCTOSTHUST OOIPCTBO-
BaHMSI B HOPME TOCTUTAeT MaKCUMyMa y JIeTeil CTapIero
BO3pacTa M B3pOCJBbIX B paHHUE yTpeHHUE Yachl. B mo-
cnenonyaeHHble yackl (ot 14:00 mo 16:00 1) oTMevaeTcst
CHIXEHUE aKTUBHOCTH, a CaMblii HU3KUI yPOBEHb aKTUB-
HocTu oTMevaetcst ¢ 16:00 mo 18:00 u. B3ammoneiicTBue
pa3HOHAMpaBIEHHBIX MPOIECCOB  (TOMEOCTATUIECKOTO
JABJIEHUsT CHA W LIMPKAIUAHHOTO TPOOYKIAIOIIETO CUT-
HaJjia) TTO3BOJISET YeJIOBEKY OOPCTBOBATh B THEBHBIE YaChI
" cniaTh B HOUHOe BpeMsi. Cekpelust MeJJaTOHWHA B HOY-
HOE BpeMsl OKa3bIBaeT MHIMOMPYIOIIee BIUSHIE Ha CyTpa-
XMa3MaTHUYECKOe SIAPO, UYTO CIIOCOOCTBYET TOMIEPKAHUIO
CHa 3a CYeT YMEHbIIIEHHS TPOOYKIAIOIINX CUTHAJIOB.

JI71s1 OLIEHKU TTepUOANYECKUX KolebaHUil B OpraHm3-
Me TpeOyIoTCs OTpeie/ieHHbIe MapKephl IUpKaInaHHON
daspl. K yncny Takux BaskHEMIIMX MapKepOB OTHOCSIT-
Cs MHMHUMAJIbHBIE 3HAYEHHS TeMIepaTypbl «dapa» Teja
(minimal core body temperature, CBTmin.), usmepsie-

OB30PbI JINTEPATYPbI

MOW B TIPSIMOI KHWIIKE, W HAYAJIO BbIAEJIEHHS MEJIATOHHU-
Ha ¢ HacTymienneM cymepek (dim light melatonin output,
DLMO). MunumanbHasi Temneparypa Teja (UKCUpY-
eTCsl TIPUMEPHO 32 2 4 M0 CIMTOHTAHHOTO TIPOOYKICHUS
YeJloBeKa OT HOYHOTO CHa (Y OOJBIITMHCTBA WHIWBU-
noB — B 04:00—05:00 u). CHukeHMe TeMIiepaTyphbl Teja
BO BpeMsI CHa COBITA/IaeT C TIOBBIIIICHUEM YPOBHSI MEJIaTO-
HWHaA B TUta3Me. BrineneHne MemaToHnHa Ha (hOHEe CHU-
KEHUST OCBEIIEHHOCTH HauYMHAETCS TIPUMEpHO 3a 2—3 U
II0 0TX01a KO cHY [7]. OpueHTHPOBOYHO MOXKHO paccym-
tath BpeMsi CBTmin. cnenytommm obpazom: DLMO + 7
4. B cBoto ouepenb DLMO MoxXHO onpenenTb Mo usyye-
HUIO KOHIICHTPAIIMYM MEJIAaTOHWHA B CITIOHE WU TIIa3Me
KPOBU uepe3 3aaHHble MHTEPBAIBl BPeMEHU TIPU CyMe-
pPEYHOM OCBEIICHUU B BeUepHUE Yachl. MOXHO TakkKe
OCYIIIECTBIISATh TMHAMUYECKOE HAOJIONEHNE 32 YPOBHEM
MeTaboJIUTOB MeJaTOHWMHA B Moue (6-CynbhaToKcuMme-
snatoHnHa). [TUK BbIIEIeHUs] MeJJaTOHWHA MOXKET OBITh
WCIIOIb30BaH B KaUeCTBE IMPKAINAaHHOTO MapKepa, U OH
duxcupyercst mpumepHo 3a 2 4 7o CBTmin.
HwupkanuanHas Bapualys >XKW3HEHHBIX (YHKIIWIA
B HOpME 3aTparuBaeT ¥ MHOTOYUCIIEHHBIE XapaKTepUCTU-
K1 pabotocriocooHocTH. [Topor BoCripusiTUsT BU3yaJIbHBIX
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Puc. 2. Cxema 3¢hdepeHTHBIX MPOEKIMOHHBIX CBSI3€il Cynmpaxu-
azmaruueckoro szpa (CXS) [60].

AHC — aBroHoMHasi HepBHas cuctema; BIIM — Ga3anbHblii
nepenuuii Mo3r; BIIIT — Bepxuumii meiinpiii ranrmii; JIMIA —
JopcomMeauaibHoe runotaiammieckoe saapo; MJIK — unrepme-
JoJiaTepajibHble KOJIOHHbI cnuHHOro Mo3ra; I — maparu-
norasamuyeckoe sapo; IIIIIO — npeonTuyeckas v mepeaHss
TUNOTAIAMIYECKAS 00JIACTD.
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U 3BYKOBBIX CTUMYJIOB BapbupyeT B TeYeHUE CYTOK: B Be-
YepHHUE Yachl YeJIOBEK CIOCOOEH Jydile (PUKCHpOBaTh
U3MEHEHHS OCBEIIeHUs U pa3inyath 3ByKu. OTMmeuaeTcst
HUpKaauMaHHasl crieliuduka cyObeKTUBHOTO BOCIIPUSITUS
BPEMEHHBIX MPOMEKYTKOB: UCTTBITYeMbIe JTy4Ilie OllcHUBA-
10T 10-ceKyHIHbIe MHTEPBAJIBI B MOJYICHHbBIE U BeUEpHUE
yacbl. CKOpPOCTb BBITIOJIHEHUSI TPOCTEHIIINX MOTOPHBIX
3a1a4 ¥ MMCbMa MUHMMaJIbHA HOUYbI0. ONTUMaIbHBIE TI0-
KazareJau BpeMEHHU peaKlMu HaOJoaloTcsl B BeUepHUe
yackl, a Xy/I11Me — B HOUHOE BpeMsl M paHo yTpoM. B 1iesiom
YPOBEHbh MeTabo/IM3Ma OTpakaeTcs Ha BaXKHEHWINX Heil-
POTICUXOJIOTMUECKHX XapaKTepUCTUKAX, TaKMX KaK BHU-
MaHue, paboyast maMsITh U UCTIOJTHUTEIbHBIE (DyHKIINH [8].

BunMmanune BKITIO9aeT B ce0sT CITOCOOHOCTh pearnupo-
BaTh Ha OKPYKAIOIIe CTUMYJIBI, BBIOUPATh TOT VI MHOM
CEHCOPHBIN CUTHAI U Crieliu(pruyecknii OTBET Ha HEro,
a Tak>Ke MOJIIEPKUBATh 3TOT OTBET B TEUEHUE OTIpeie/IeH-
HOTO BpeMEHU, B PE3yJIbTaTe Yero JOCTUTaeTCs KOHTPOJIb
noBeneHus. BHMMaHue obecrieumBaeTcsl yyacTUeM pe-
TUKYJISIpHOU (hopMaliuu Mo3ra, mpepoOHTAIbHBIX U Te-
MEHHBIX OTHnesoB Kopbl [9]. PetukynspHas gopmanms
BJIMSIET HAa YPOBEHb TaK Ha3bIBAEMOI TOHUYECKOI aKTHB-
HOCTH (T.€. ClTOCOOHOCTH AaBaTh OTBET HA BHEIIIHUE CTU-
MyJIbl B JTII000€ BpeMmsl), TpedpOHTAIbHBIE OTIEIbl KOPbI
00YCJIOBJIMBAIOT CMOCOOHOCTh BbIOOpa 0O0beKTa BHUMA-
HUS U TOJIep>XaHUsl 1ieJIeHAINpaBIeHHOTO TOBEICeHUS,
a TeMEHHbIE OT/EJIbl KOPbl YYacTBYIOT B (DOPMUPOBAHUU
BHUMaHUS K OTpee/IeHHbIM MPOCTPAHCTBEHHO JTOKAJIM-
30BaHHBIM 00beKTaMm [10]. YkazaHHble (PYHKIIUM TTOAUM-
HSIIOTCSI IMPKaaAuaHHBIM putMam [11].

U,I/IpKaﬂl/IaHHble PUTMbI, COH U KOFHUTUBHbIE
npouecchbl B HOpmMe U npu natonorun

DU3NOTOTUIECKUIT COH WMeeT TPUHIUITHATBHOE
3HauYeHUe /ISl pa3BUTHSI MO3Ta peOeHKa, a pa3JIMYHbIe Ba-
pUAHTBI PACCTPONCTB CHA y JETell COUETAITCsI C UHTEI-
JIEKTyaJIbHBIMUA HapylieHusMu [12], aMouroOHaTIbHBIMU
1 ToBemeHYecKMMM paccrpoiictBamu [13]. Ilokasate-
M OOy4YEeHMsT YXYIAIIAITCS TIOCe TIEPUOIOB JIUIICHUS
CHa, TpUYeM 0CO0O0 UYBCTBUTEJIbHBIMU K HapyIlIeHUSIM
CHa OKa3bIBAIOTCSI KOTHUTHUBHBIC (DYHKIIMU, CBSI3aHHbBIC
¢ yyacTueM rnpedpoHTaTbHBIX OTIEI0B KOpbl [14].

CuHXpOoHM3a1Ms IUKIJIOB COH—0OAPCTBOBAHUE 1 BHY-
TPEHHUX IIUPKAIUaHHBIX YaCOB UMEET MPUHLIMITHATbLHOE
3HAYeHWEe TSI ONTUMM3AlM KOTHUTUBHBIX (DYyHKIIUIA
[15]. CynpaxuazmaTuyeckoe siipo TUMOTajlamyca MMe-
€T CBSI3U C BEHTpOJIaTepaJbHbIM MPEONTUYECKUM SIIPOM
ruIoTajaMyca, akTUBHBIM BO BpeMs cHa [16], u ¢ smpa-
MU, YYaCTBYIOIIMMU B obecTriedeHUn nmpoOyxaeHus [17].
WnentuduimpoBaHbl TOMaMUHEPTUUECKUE HEWPOHHI,
pacriojioKeHHbIe BOKPYT CUJIbBHEBa BOJIONIPOBO/IA, KOTO-
pble TakKe TTPUHUMAIOT yJyacThe B MEPEeKITIOUeHUN BT -
30110B cHa 1 OonpcrBoBaHMs [18]. CuHee MsATHO CTBOJIA
TOJIOBHOTO MO3Ta — CTPYKTypa, CIOCOOCTBYIOIIAs TO-
BBILIEHUIO OOIPCTBOBAHUS, aKTMBU3ALMM BHUMAHUS
U BIIMsIONIasl Ha (PYHKIUIO TaTaAMOKOPTUKAIbHBIX ITyTEH,
UMEET CBSI3b C cylnpaxuazMaTuyeckuM siapom [19]. Bei-

CKa3bIBaeTCsl TPEIToIoXeHWe, 4To (byHKIIMOHAIbHbBIC
CBSI3U MEXIY SIAPOM, MOPCOMEMAaIbHBIMU OTIeTaMU
rurortajgaMmyca, KJIeTKaMU CHUHETO TIITHAa 00eCcreuynBaoT
LUPKAJAUAHHYIO PETYJISIIIMI0 aKTUBHOCTU CHMHETO TISITHA
U, KaK CJIeICTBYE, YPOBHS «00IpcTBOBaHMS» Mo3ra [20].

OnHaKO KOTHUTUBHBIE (DYHKIIMU HE TOJIBKO OTTIOCPEI0-
BaHbI BJIMSIHUEM LIMKJIOB COH—OoapcTBoBaHMe. [TokazaHo,
YTO BBIPAXXKEHHOCTH (ha3bl OBICTPOTO CHA U (ha3bl MENJICH-
HOTO CHa, a TakKXXe BBIPAXXEHHOCTb MEJIEHHOBOJIHOBBIX
KOMITOHEHTOB (pa3bl ME/UIEGHHOTO CHA HE pa3JInyaauch B T€
MOMEHTbBI CYTOK, KOT/a 3KCIEPUMEHTaJbHbIE XXUBOTHBIC
YCIEIITHO W HEYCTIEITHO BBITIONHSIIN 3alaHusT; UX CITOCO0-
HOCTb K BBITIOJTHEHUIO 3a/laHUIi 3aBUCeNIa OT IIMpKaJIuaH-
HOI1 (ha3bl, HA KOTOPYIO MPUXOAWIOCH BBITIOJTHEHUE 3THUX
3anaHuii [21]. AHaJIOTMYHBIE PE3YJIbTaThl ObUIM MOTYYEHbI
U B UCCJIEZIOBAHUSIX C YUACTUEM JIIOJIEH: MCKYCCTBEHHO BbI-
3BaHHas IeCUHXPOHU3a11sI OMOPUTMOB BIIMSIIA HA KOTHU -
TUBHBIE (DYHKIIMU UCTIBITYEMbIX, HE3aBUCUMO OT KauecTBa
CHa, TIpeIIeCTBOBABIIEro ucciaenoBaHuio [22]. YcraHoB-
JIEHO, YTO CMOCOOHOCTb K 3alTOMUHAHMIO TOTUYMHSIETCS
LUPKaaAMaHHOMY PUTMY U YTO CIIBUT LIMPKaaAWaHHOM (ha3bl
3TOTO puTMa Hapyiaer ¢pyHKIMoo naMmatu [23]. Beicka-
3bIBAIOTCS TIPEATIONOXEHHUSI, UTO LIMPKaauaHHas cucTeMa
BIIMSIET Ha OOyYyeHUEe M JeKJIapaTUBHYIO TaMsTh 3a CUET
TOro, 4TO HETMOCPEACTBEHHO WJIM OIOCPEIOBAHHO OKa-
3bIBACT BIMSIHUE HA CTPYKTYpPhl MEIWAJIbHON BUCOYHOM
JIOJIV: TUIITIOKAMIT Y TIaparvrokKaMmnajibHYl0 W3BUIMHY
[24], mockonbKy yKazaHHBIE CTPYKTYPbl TOJIOBHOTO MO3Ta
WUTPAIOT BaXKHYIO pOJIb B 00ECTIEUeHUHU JIOJATOCPOYHOM Jie-
KnapatuBHOW Tamsitu [25]. CHUXeHMe AeKjapaTMBHOM
MaMsITA y SKCIMEPUMEHTATbHBIX XXUBOTHBIX C HapyIIEHU-
eM LUpKaauaHHON (DYHKUIMU TIPEAITON0XUTETHHO CBsI3a-
HO C U30BITOYHBIM MHTUOMPOBAHUEM MEXXKHEPOHAIbHBIX
CBSI3e# B TEX yyacTKaxX TOJIOBHOTO MO3ra, KOTOPbIE NUMEIOT
MPUHLMITAATIBHOE 3HAaYeHUE JJIsi OOYYeHUsT M 3arloMU-
HaHus. BbIsIBIEHO, UTO CHUMXXKEeHME (DYHKIUM TUTITIOKAM-
Ma BO MHOTOM OOYCJIOBJIEHO W30BITOUHON CTUMYJISILIUEH
TAMK-eprudeckux cTpyktyp [26], a mauTeabHOe Ha3Ha-
yeHue mperaparoB — aHntaronnuctoB [AMK skcnepuMen-
TaJbHBIM KMBOTHBIM CITOCOOCTBOBAJIO BOCCTaHOBJICHUIO
nosrocpouHoit mamstu [27]. Kak ykasbiBanaoch, Cyrpaxu-
a3MaTU4eCcKoe SIIPO SIBJISIETCS] BaXKHBIM MUCTOYHUKOM BbI-
pabotku TAMK B rojoBHOM Mo3re; Ha (hpoHEe HapyllIeHHOM
uupkKaguanHoit ¢yHkuuu sinpa TAMK Beiaensercst mo-
CTOSIHHO, a He IIUKJINYHO, KaK B HOpMe. DTO CITIOCOOCTBYET
MOBBIIICHUIO WHTUOMPYIOIIMX BIMSHUR CyIpaxua3ma-
TUYECKOTO siipa Ha TUIIIIOKAMIT 1 MUHAQJIEBUIHbIC TeJa,
YTO HapyIIaeT CIIOCOOHOCTh K BOCTIPUSITUIO M KOHCOJIUIA-
1 uHdopmauuu [28].

ITaronorusi cynpaxua3MaTUYeCKOro siipa COMPOBO-
JKIAeTcsl HapylIeHUsSIMU TIOBEJCHYsI, KOTHUTUBHBIMU Ha-
PYLICHUSIMU M paccTpoiicTBaMu cHa. OTUCHIBAIOTCS KIIU-
HUYeCKUe HaOJIIOJeHUsI, B KOTOPbIX Ha (hoHE TTOpaxkeHUsI
cyIpaxmua3MaTHIeckoro siapa TUroTajaMmyca y MaiueHTOB
yTpauMBaeTcsl CrMocOOHOCTh (DOKYCHpoBaTh BHHUMaHUE
W JUINTEJIBHO BBITIOJHSITH 3aaHusI, OTIPEIEISIIOTCST TTIOCTO-
SIHHBIE KOJIe0aHWsI aKTMBHOCTM, HapyIaeTcsl CyObeKTUB-
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Hoe Bocmpusitue BpemeHu [29]. PaccrpoiictBo dyHKIMM
CyIpaxua3MaTHIeCKOTO siIpa B SKCTIEpUMEHTE MOXET OBITh
BBI3BAHO HAPYIIEHUSMU TTOCTYTUIEHUST CBETOBBIX UMITYJTb-
COB, YTO TIPUBOIUT K COXPAHEHUIO OCUMIISLIAN OTAETBHO
B3ITHIX HEWPOHOB TpPU HaApYIIEHUW CUHXPOHM3AIUU MX
dyukuuum [30]. [MoBpexneHre cynpaxruazMaTUUeCcKOro sapa
WM CIBUT (Pa3bl CHA, BBHI3BAHHBIN MEHSIOIIMMCST PUTMOM
BO3IEMCTBUS CBeTa (HAmpuMep, TpH TiepereTax Ha 00Jb-
e PACCTOSTHHS ), MOXET TTOBJIUSITh HA IOJITOCPOYHYIO TTa-
MSITh, 3aBUCSIIYIO OT (DyHKIIMM rurimokammna [31].

BaxkHO OTMETUTB, YTO GOJIBIIMHCTBO T€HOB, OTBEYAIO-
mux 3a (GopMUPOBaHUE OMOPUTMOB («4ACOBBIX TEHOB»,
«clock genes»), UMeeT CBOIO IKCIIPECCHUIO B TeX CTPYK-
Typax TOJOBHOTO MO3ra, KOTOpbIe WTPalOT Pojib B 00-
y4eHNH, (OPMUPOBAHUU TAMSITU U OOECIIeYeHUU BHY-
TPEHHEro TOAKPEeIUIeHUs: MUHAAIeBUAHBIX Tejaax [32],
runmnokamrie [33], BeHTpaJIbHOI TerMEeHTaIbHOI 00J1aCTH
[34]. MyTatiust «<4acOBBIX TEHOB» COIMPOBOXKIACTCSI HAPY-
IIEHHOW CMOCOOHOCTBIO K 00yueHuto [35].

B mipotiecce oOyueHMst BaxKHast poJib OTBOAMTCS TaK Ha-
3BIBAEMOI CUCTEME BO3HATPAXKICHUSI, WM CHCTEME BHY-
TpeHHero noakperuieHus: (reward system), ToJ KOTOPOiA
IMTOHUMAIOT COBOKYITHOCTb CTPYKTYP HEPBHOI CUCTEMBI,
VYaCTBYIOIIMX B PETYIMPOBAHMM M KOHTPOJIE TTOBEIECHUS
TP TIOMOII TIOJIOXKMUTENTbHBIX peakiuii Ha neiictsus. [To-
3UTHBHOE BO3HATpaXKICHWE CYIIECTBEHHO MOAM(ULINPYET
MOBE/ICHUE W BMOLIMM, CBSI3aHHbIE C OOYYeHUEM, U BIIUSIET
Ha HacTpoeHHe pebeHKa. [To3uTMBHOE BoO3HarpaxiaeHMe
CYIIECTBEHHO YJIy4IllaeT CyObeKTMBHOE YyBCTBO 0JIaroro-
JIy9Usi, CTUMYJIAPYET K TTOBTOPEHUIO TeX TMOBEICHUYECKUX
aKTOB, KOTOPbIE MOTYT CIIOCOOCTBOBATH BOCITPOU3BEIECHUIO
TIPUATHOM cUTyalnu. «JacoBble TeHBI» MMEIOT CBOIO 9KC-
MPECCUI0 BO MHOTHX Y4YacTKax TOJIOBHOTO MO3ra, BOBJIE-
YeHHBIX B (DYHKIIMOHUPOBAHUE CUCTEMbI BOHATPAXKIECHUS,
BKJTIOYAsl BEHTPAJbHYI0 TeTMEHTAIbHYI0 0O0JIacTh, TIpe-
(bpoHTANBHYIO KOPY, MUHIAJIEBUIHBIE TeJIa U TpUIIeKalee
sapo (nucleus accumbens). DKcnpeccust «9acOBbIX TEHOB»
B 9THX CTPYKTYpPaX FOJIOBHOTO MO3Ta MPOSIBIISIET Ce0sT TAKKe
B OCHWUIMPYIOILIEM PEXUME C TIEproaoM okojio 24 4. Lu-
KJTM9YecKast 9KCIIPECCHUST «9aCOBBIX TEHOB» B OJTHOM CTPYKTY-
pe MO3ra MOXET He COBITAIaTh IO BPEMEHU C DKCITPeccueit
B IpYTOl CTPYKTYpE, OIHAKO B HOpME IIMKJIMYHOCTh (DYyHK-
LIMOHVPOBAHUST OTACTBHBIX CTPYKTYpP CUCTEMBI BO3HArpa-
SKIEHUST CUHXPOHU3MPOBaHa Gyiarofgapst BIUSHUIO CyIpa-
XMa3MaTuaeckoro sapa [36]. Takas cCMHXpOHM3ALMS BaxkKHA
JUTS 0OeCcTIeYeHHsI 1IEJIOCTHOCTH TIOBeIeHUsT peOeHKa, B TOM
quclie B ipoliecce ooydeHust. HeymuBuTeTbHO, 4TO cUCTEMa
BO3HATrPakIeHUST BeCbMa YyBCTBUTENIbHA K HapyIICHUSIM
CHa M LIMpKaIaHHBIX pUTMOB [28].

DyHKIMS cympaxna3mMaTHIecKoro sapa MOXET BIUATh
Ha ypoBeHb TopaMrHa B BEHTPaJIbHOI TeTMEHTaIbHOI 00-
JIaCTH ¥ TIpUJIeXaliiem spe. DTo CBSI3aHO C TeEM, UTO «OMO-
JIOTUYECKUE Yachl» PETYIUPYIOT BBIPAOOTKY MOHOAMWH-
okcumasbl A — QepMeHTa, yJacTBYIOILIETO B pacraje
nodamuHa [37]. «YacoBbie reHbI» MOTYT BIUSATh Ha (hyHK-
LU0 ME30JIMMONYeCcKoi JTo(haMUHEPTUIeCKON CHUCTEMBI,
MoauduUMpysT TIOBeIeHUE 4YesloBeKa, CBSI3aHHOE C Ha-

OB30PbI JINTEPATYPbI

cTpoeHreM. MoHoaMUHepTunIecKre HeMpOHBI MOTYT OBITh
TTOBPEXIECHBI TIPU JTUTETLHOM OTCYTCTBUM BO3IEHCTBUS
CBETA, YTO B OKCIEPUMEHTATBHBIX UCCIIEAOBAHUIX COIPO-
BOXIAETCS TTPOSIBIICHUSIMU CUMIITOMOB neripeccum [38].
OtcyrcTBre (DOTOCTUMYJISIIIMM  COTIPOBOXKIIAETCS TaKKe
rubesblo HepoHOB Tunmokamia. OTHOBPEMEHHO BbISIB-
JITIOTCST M U3MEHEHMSI YPOBHSI MeIUaTOPOB BOCTIATIEHMS
B TUIIIOKAMIIE, B YACTHOCTU MHTEpJIeK1HA-6. BbicKa3bI-
BaeTCs TIPEIIOIOKEHNE O HATMIUU CBSI3U MEXAY (DYHK-
LIMOHUPOBAHUEM LIMPKAAUAHHOM CUCTEMBI, BOCTIAIUTE b~
HOI peakIIreit M aroITo30M KJIeToK Mo3ra [39].

PaccTpoiicTBO uMpKkagmuaHHbiX pUTMOB
M KOTHUTUBHbIE HAapYLUEHUS Y fieTeli C naTonornemn
3peHus

IMpuHUMas BO BHUMaHKWe MPWHUIMUIUATLHOE 3HaYe-
HUE BO3ICHCTBUS CBeTa TSI CMHXPOHU3AIMU LIMPKAIU-
aHHOTO TIieiicMekepa ¢ 24-4acoBO# MPOTOJIKUTEIbHO-
CThIO CYTOK, HE BBI3bIBAET YAUBJIEHUS, UTO OTCYTCTBHUE
CUHXPOHU3AIUY IMPKAAMAHHBIX PUTMOB BeCbMa TUTTY-
HO misi cienbix maireHToB. [lomoOHBIE paccTpoiicTBa
TPETTOJIOKUTENBHO HabmonaroTes y '/,—*/, i ¢ To-
TaJIbHOU CJIETIOTOM (YTO B 1IEJIOM COCTaBJsieT 1% OT nuil
¢ HapymeHusMu 3peHus). Okoso 70% W3 HUX MPeabsIB-
JISTIOT XKaJI00OBI HAa XpOHWYECKME paccTpoiicTBa cHa [40].

Haubonee THMMYHBIMY SIBISTIOTCST HAPYIIEHUS [TUPKa-
JMUAHHOTO PUTMa COH—OOAPCTBOBAHME MO THIY CBOOOTHO
TeKyIuX (HECUMHXPOHM3UPOBAHHbBIX, He-24-4acoBbIX), Xa-
paKTepu3yIolIrecs TPOrpecCUBHON eXXeTHEBHOM 3aepXK-
Ko HactyruieHusi cHa. [laumeHTsl MMelT CBOOOIHbBIC
PUTMBI KOJieOaHUsT TeMITepaTyphbl Tejla, YPOBHSI KOPTHU30-
Jla 1 MeJlaTOHMHA. ExXeqHeBHO MOXeT OTMeuaThesl CIBUT
HactyruieHust asbl cHa Ha 1—2 4 [41]. Mmetorcs nepuo-
JIbI, KOT/a TIAalIMEHThI MOTYT KaJoBaThCsl HA MHCOMHMUIO,
paHHUE YTpPeHHUE TPOOYXKIEHUS, THEBHYIO COHJIMBOCTD,
YTO 3aBUCUT OT COOTHOIICHUS BHYTPEHHUX LIMPKaadaH-
HBIX PUTMOB W BPEMEHM CYTOK. DT XaJoObl BO3HUKA-
0T, KOTjJa LMpPKaguaHHbIE PUTMbI COH-O0OIPCTBOBAHMUE
HE COBITAJaIoT 110 (pa3e ¢ OOIIETTPUHSATHIM BpeMEeHEM CHa
u 6onpcrBoBanusi. Harpumep, korma CBTmin npuxoaur-
Csl Ha IHEBHOE BPeMsl, OTMEYAETCsl COHJIMBOCTD B THEBHbBIC
yackl ¥ MHCOMHMS B HOYHOE BpeMsi. Eciiu impkaauaHHast
¢aza coBMagaeT ¢ HOPMaJbHBIM TIEPUOIOM COH—OOIP-
CTBOBaHUeE, KaJ00bl MOTYT OTCYTCTBOBATb.

Bo3MOXHBI ¥ MHBIE BapyMaHThI HapyIIeHWI IIUpKaIn-
aHHBIX PUTMOB COH—OOIpCTBOBaHME. Tak, HeperyisipHbIiA
PUTM XapaKTEPU3YeTCsl OTCYTCTBUEM YETKOTO YepeqoBaHUsI
MeproIoB CHA U 0OAPCTBOBaHUS. B TunmmyHoM citydae mie-
PHO/IBI CHA 1 OOIPCTBOBAHMSI HETTPABUIIBHO PaCIIpe/e/IeHbI
B TeYeHUe CYTOK [41]. DTo HapyllleHre MOXKET yCYTyOJISIThCS
HEI0CTaTOYHOCTHIO (PM3UYECKUX YITPAXKHEHUN U COLIMAITb-
HOM aKTMBHOCTM MaiueHToB [6]. JIuHaMuuyeckoe u3yue-
HUE TIEPUOOB CHAa 1 OOAPCTBOBAHUS B T€UEHNE MUHUMYM
7 MTHE BBISBIISIET MHOXKECTBEHHBIE HEPETYIISIPHBIE STTM30IbI
cHa (MUHUMYM 3) Ha POTsKeHUU cyToK. [Tpu aToM 00111as
MPOJIOJIKUTEILHOCTh CHA MOXET COOTBETCTBOBaTh HOP-
MaJTbHBIM TTOKa3aTesIsIM JUIsl COOTBETCTBYIOIIIETO BO3pacTa.
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BosmoxxHo dopMupoBaHue 3amepkku ¢a3bl CHa, KO-
rJa TalMEeHThl He MOTYT 3aCHYTh B TIpPUEMJIEMOE BpeMms
M 3aChITIAIOT T03Xe. B TUMUYHBIX cilydasix COH HacTyrnaet
B uHTepBaje ot 01:00 mo 06:00 4, a mpoOykaeHMe OT CHa —
MO3IHO YTPOM WJIM JaXe B TOCJIEINOJyIeHHbIE Yachl (OT
10:00 mo 14:00 4). Ecu TakuM manreHTam AaTh BO3MOXK-
HOCTb CJIeOBaTh COOCTBEHHOMY BBIOpaHHOMY rpacuKy
CHa 1 0OApPCTBOBAaHUSI, OHU OYAYT MMETb JOCTaTOUYHYIO
MPOIOKUTEILHOCTh CHAa M YyBCTBOBATh Ce0OsI BITOJIHE OT-
JIOXHYBIIUMM TpU TTpoOyxaeHnu [41]. OgHako B cujty co-
LIUATBHBIX MOTPEOHOCTEN TaKMe JIMIA YacTO BBIHYXK/IEHbI
BCTaBaTh paHbllle, YeM UM TOTO Obl XOTEJI0Ch, M HEPEIKO
YYBCTBYIOT COHJIMBOCTb B IHEBHOE BpeMsi CyTOK. BOT 1o-
yeMy OHM KaJylOTCSl Ha TPYIHOCTU TIPU TPOOYXICHUUN
U TIOBBIIIEHHYIO THEBHYIO COHJIMBOCTbH BCJIEJCTBUE KO-
POTKOI TIPOMOIKUTENIBHOCTA CHa. [Ipu HeoOxoammMocTu
MocelIaTh KOy pPeOeHKY TPUXOAUTCS TPOOYXKIaThCs
paHbllIe KeIaeMoro BpPeMEHM, YTO TPUBOAMT K HEI0-
chillaHu10. B BbIXOMHBIE, Mpa3nHUYHBIE THU U BO BpeMms
KaHUKYJI MAIlMEHT CITUT 10 TTO3AHUX YTPEHHUX WJIU TTOJTy-
JIEHHBIX YacoB. M3yyeHne XpOHOTHUIIA TTallMeHTa TP 10~
MOIIU OTIPOCHUKOB BBISIBJISIET HOYHOI XPOHOTHUII («COBa»).
MakcumanbHas cekpenust meaatonuHa (DLMO) y atux
MalMEeHTOB 3arla3/iblBaeT; KaK W CJeIyeT OXHUIaTh, C Cy-
1IECTBEHHBIM OI03/1aH1ueM (DUKCUPYETCs U MUHUMAaJIbHAsI
simepHast remriepatypa tesa (CBTmin).

Pexe y cienbIX MalveHTOB BBISIBJSETCS HapylleHUe
LIUPKAJUAHHBIX PUTMOB COH—OOIPCTBOBAHUE IO TUITY
orepexxeHus ¢das3bl cHa. [TalieHTsl He CITOCOOHBI coXpa-
HSITh 0O/IPCTBOBAHME B BEUEPHUE YaChl U TTPOOYXKIaI0TCs
B paHHUE YTpeHHUE Jachl [42]. AHaIU3 THEBHUKOB CHa
BBISIBJIIET CTaOWJIbHOE orepexkeHue (as3bl CHa: Bpems
Hayvayia cHa mpuxoauTcs Ha uHtepBai ot 18:00 mo 21:00
4, a mpoOyxaeHusi — Ha uHtepBaa ot 02:00 mo 05:00 u.
HccnenoBanue nuMpKaguaHHBIX MapKepOB (sIIepHOM TeM-
reparypsl Tejia WM Havyajla CyMepeYHOTO BbIACICHUS Me-
JIaATOHWHA) TaKKe BBISIBJISIET OnepekeHre (asbl.

MHTEeHCUBHOCTD BO3EMCTBHS CBETA B IHEBHOE BpEMSI
BJIMSIET HE TOJIbKO Ha KOHCOJIMIAIMIO PUTMa COH—00Ip-
CTBOBaHME, HO M Ha MUK CYTOYHON aKTUBHOCTHU [43].
Jlaxke Tpy OTHOCUTENILHO YIOBJIETBOPUTEILHOM KaueCTBe
CHa MpoOyX/IeHNEe TTallMEHTOB B MOMEHT BPEMEHH, HE CO-
OTBETCTBYIOLIUI IIMpPKaauaHHOW (a3e, MOXET COMPOBO-
KIAThCsl HapylleHueM (YHKIIMOHUPOBAHUSI B THEBHBIC
yacsl [40]. LlupkaguaHHble HapyllIeHUs] OKa3bIBalOT HAW-
0oJiee BbIpaXKeHHbIE HEraTUBHBIE BIUSIHUS HAa (hOPMBI 00-
YUeHUsI, KOTOpble TaK MM MHadye CBSI3aHbI C DKCIUIOpa-
TUBHBIM MOBEJICHNEM W MTOMCKOM BO3HarpaxmeHus [44].
Ha ¢oHe umpkanraHHBIX pacCTPONCTB OTMeEYaeTCsl Ha-
pyuieHue (hOpMUPOBAHUS TOJITOCPOUYHOIN TaMSITHU B pe-
3yJbTare yXyalleHUs Tipolecca ee KoHconuaanuu [31],
MPU 3TOM B PSiJie ClIydyaeB TaKue HapyIIeHUs] COUYeTarTCs
¢ paccTpoiictBaMu cHa [45]. B akcriepuMeHTaIbHBIX UC-
CJIeIOBAHMSIX TIOKa3aHa CBSI3b MEXIY BBIPAaXKEHHOCTBIO
LIMPKaJAMAaHHBIX HapyIIeHU 1 1eUIUTOM TTaMsiTu [44].
V nuii, cTpanamix XxpOHUYECKUMU HapYIIEHUSIMU [IP-
KaJMaHHBIX PUTMOB COH—O0O/IPCTBOBaHME, HAOIIOAAETCS

atpodust Kopbl TTpaBOii BUCOUHOM JOJIM C COMYTCTBYIO-
IIMMU HapylIIeHUSIMU TIPOCTPAHCTBEHHON OpHEHTAallUu,
YBEJIMYEHUEM BPEMEHU peakKIIny U OOJIBIINM YHUCIIOM J10-
MyCKaeMBbIX OIIIMOOK MPU BHITTOJTHEHUN BU3YaJTbHO-TIPO-
CTPaHCTBEHHBIX 3aJaHuii [46].

Crenyer OTMETUTb, YTO Y JIUII, CTPadalOIIUX CJIENo-
TOM, BBISIBJISIIOTCSI aHATOMUYECKME M3MEHEHUSI KOPKO-
BBIX M TIOAKOPKOBBIX CTPYKTYp TOJOBHOTO MO3ra, aHa-
JIOTUYHBIE TEM, KOTOpPbIe CBsI3aHbI C PacCTPOMCTBAMM
LMPKaJUaHHBIX PUTMOB. Tak, BBISIBJICHO yMEHbILICHUE
TOJIIIMHBI KOPbl COMaTOCEHCOPHBIX YYaCTKOB M TIPaBbIX
BEPXHUX BUCOYHBIX OTIENOB [47]. BHISIBISIIOTCS U M3Me-
HEHUsI B TUIIIIOKaMIIe, TIPEeX/Ie BCEro B ero IMpaBoil 1O-
JIOBUHE C yBEJIMYEHUEM pa3MepoB TEPEeIHUX YYaCTKOB
U yMeHbllIeHneM pa3mepoB 3aaHux [48]. [Tpu aTtom peun
WUIET O JIMAX, He UMEIOIIUX COIYTCTBYIOIIE HEeBPOJIO-
TMYECKOM MaTojornuu, Ha (poHe KOTOpOil MOrJu Obl Ha-
Os1r01aThCsl TPYOBIE CTPYKTYPHBIE UBMEHEHHS TOJIOBHOTO
mosra. KJIIMHUKO-TICUXOJOTUYECKME XapaKTepUCTUKU
CJIETIBIX MAIlMeHTOB TaKXe COIJIACYIOTCS C OTMEYEHHBI-
MU aHaTOMUYECKMMMU OCOOEHHOCTSIMU: MpU HaOJIoIe-
HUM 3a CJICTIBIMU JIEThbMU OTMeYaeTcsl HU3KUI YPOBEHb
o0beMa BHUMaHUsI, €ro CHUXKEHHAs! yCTOMYMBOCTD U TIe-
PEKIIF0YaeMOCTh, HapyllleHWe MPOCTPAaHCTBEHHOTO OpHU-
eHTupoBaHus. WMccienoBaHusT OCOOEHHOCTH TIaMSITU
CJIETIbIX U CJIa00BUASIIINAX IITKOJbHUKOB BBISIBUJIM CHM-
JKeHHYIO TIPOJAYKTUBHOCTb 3allOMWHAHUSI MaTepuaioB
[49]. Tlpn u3yyeHUNM YMCTBEHHON pabOTOCTIOCOOHOCTH,
HACTPOEHUS U CYObEKTMBHOTO YYBCTBA OOAPOCTU y Cle-
MbIX TIALIMEHTOB BBISIBJIEHO CYIIECTBEHHOE YXYIICHUE
3TUX TMoKas3arejell TPy COITyTCTBYIOIIEM HapylIeHUU
HUpKaIuaHHBIX pUTMOB COH—OoapcTBOBaHME [40].

Mopxoabl K KOPPEKUUN HAPYLLUEHWUI LupKaauaHHbIX
PUTMOB Yy AeTel C HapyLUeHUaIMU 3peHns

TlombITKa KOPpEeKIIMM HApYyUIEHHBIX IIMPKaIUaHHbBIX
PUTMOB Y JieTelt ¢ nedeKraMu 3peHus 1, Kak CJIeJACTBUE,
YJIyYIIEHUs] KOTHUTUBHBIX TIOKa3aTesieil TpencTaBisieT
co00i1 HeJlerkylo 3ajady, OJHAKO MOXHO OTMETUTb DS
BO3MOXHBIX MoaxoaoB. Cynpaxua3zMaTuyeckoe SIIpo Xa-
paKTepr3yeTcst BBICOKOM MJIACTUYHOCTBIO Ha TIPOTSKEHU N
Bcell XXKu3HU 4JestoBeKa [2]. Kak cnencrBue, Bo3meiicTBIE
Ha 3Ty CTPYKTYpY OIIpeNeJEHHBIX CTUMYJIOB CITOCOOHO
BOCCTAHOBUTH €0 aKTUBHOCTb. B unciie aTux cTumysioB —
BJIUSTHUE CBETa, MEJIaTOHWHA, TeMITepaTypbl, COMaTOCEH-
COPHBIX BO3/ICUCTBUI 1 (PU3NIECKOI aKTUBHOCTH.

TepaneBrnueckuit  3p¢hekT MOXeT HabIoIaAThCs
Ha (hOHE TOMBITOK MCKYCCTBEHHOTO CUJIBHOTO BO3MEH-
CTBMSI CBETA Ha TIALIMEHTOB C HapylIeHUsIMU 3peHust (¢po-
ToTepanuu). BakHO OTMETUTb, UYTO Jaxe y HEKOTOPBIX
MalyeHTOoB, CTPaTalolIUX CJIETOTOM, TMPU TIOJHOM OT-
CYTCTBUM 3PUTEJILHOTO BOCTIPUSITHSI MOXKET COXPAHSITHCS
(GYHKIMSA TaHTJIMOHAPHBIX KIETOK ceTtyatku. dDortope-
LeTnuus TIPU OTCYTCTBUU 3PEHUS BBISIBIISIETCSI TIPUMEPHO
B 5% HabmoneHnit, a B psjie cIydaeB OHa COXpaHHa Jaxe
MPU OTCYTCTBUM 3paukoBbiX pediiekcoB [50]. BozneiicTBue
CBETa Ha YeJioBeKa B OMpe/IeIeHHbIE MOMEHTBI CYyTOK OKa-

POCCUNCKWIA BECTHUK NMEPUHATOJIOMU U MEANATPUN, 5, 2015

47




3bIBAaET CYIIECTBEHHOE BIMSHME Ha a3y HaCTYIJICHUS
cHa. BozneiictBue cera 10 momeHta CBTmin nmpusoaur
K 3a7epkKe ha3bl HACTYIUICHUS CHa, a IOCc/ie MOMEHTa
CBTmin — k onepexeHnto da3bl HACTyIUIeHUs cHa [51].
Takum oOpa3zoM, BO3NENWCTBUE CBETa B paHHUE YTPEHHME
yachl TIPUBOIUT K €XETHEBHOMY OIepeskeHnIo (a3bl Ha-
CTYTUIEHMS CHa, YTO KOMITEHCUPYET eCTECTBEHHYIO CKIIOH-
HOCTb YeJIOBeKa K 3a/iep>KKe (pa3bl HACTYTUIEHUS CHA, CBSI-
3aHHYIO C TIPEBBIIIEHUEM LIMPKaAUaHHOTO Teproaa 24 d.
BbipaxkeHHOCTh CIOBUTA IUPKAAMAHHBIX PUTMOB (Tak-
Ke MMeHyeMasl U3MeHeHWeM (ha3bl) 3aBUCUT HE TOJIBKO
OT BpEMEHM BO3MIEHCTBUS CBETA, HO M OT MHTEHCUBHOCTH
U TIPOIOJDKUTEIBHOCTH 3TOTO Bo3meicTBust. st Tepa-
MEeBTUYECKOTO cIBUTA (Da3bl CHa METOAOM (hOTOTeparuu
MOXHO MCTTIOJIb30BaTh CIeIUaTbHbIE CBETUIILHUKU UCKYC-
CTBEHHOTO CBETa, CO3Al0IIMe OCBEIIEHHOCTh 0K0JIo 2500
JIK. B cnyvae ¢dortorepanuu maiueHTOB ¢ HapylIIEHUSIMU
3pEHUS OCBEIIEHHOCTD MOXKET OBITh M 60Jice BEICOKOM (10
10 000 5k). JleueOHBIE JaMIIbl 17151 (pOoTOTEparunm «odora-
IIEHBI» TOJTY0O0I YaCThIO CTIEKTpa C y4ETOM MaKCUMaJIbHOM
YYBCTBUTEJILHOCTH TaHTIIMOHAPHBIX KJIeTOK. Kak mHTep-
MUTTHUpYIOIIee (TTPOIOIKUTETLHOCTD KaXKI0To ceaHca ho-
TOTeparnuu 1o 15 MUH), Tak ¥ HETIPepbIBHOE BO3ICHCTBIE
CBeTa B TeYeHHNE HECKOJIbKUX YacOB MOXKET OBITh B pABHOM
crerieHu 3(hGeKTUBHBIM [52]. DTO 0OCTOSTEILCTBO UMEET
3HaUeHMEe IJIST TeX CUTYallWii, KOrJa MamueHT He MOXKET
JUTUTETbHOE BpPeMsl HETIPEPBIBHO CUETH Tepel JIAMITOM.
MakcumanbHbIi 3 dexT cMmeleHus ha3bl HACTYIIICHUS
CHa JIOCTUTAeTCs TIPY BO3ICMCTBUN CBETA TIPUOIN3UTEb-
HO 3a 3—4 4 10 CYyTOYHOTO MUHUMYyMa TeMIlepaTyphl Tejia
(B aTOM citydae chopmupyeTtcst 3aaepxkka ¢das3bl) uid 3—4 4
CITyCTSI TIOCJIe 3TOrO0 MHUHMMyMa (BO3HMKAET OIepese-
Hue ¢asbl) [7]. BozneiicTBre sSipKkoro cBeta CriocoOCTBYET
VAYYIIEHWI0O KOTHUTUBHBIX (DYHKIIMI, YTO MOXET OBITh
CBSI3aHO HE TOJBKO C HETOCPEICTBEHHBIM YIyJIIeHUEM
LIUPKaTMAHHBIX PUTMOB COH—OOIPCTBOBAHKE, HO U C OTO-
CPEeIOBaHHBIM aKTWBUPYIOIIMM BIUSTHUEM SIPKOTO CBETa
Ha CTPYKTYpPBl MO3ra, OTBETCTBEHHBIE 3a oOOecIieueHMe
BHUMaHUS 1 maMsaTtu [53].

C y4eToM TOro, YTO OOJTBITMHCTBO CIETIBIX MAllMeHTOB
He 00J1aaloT CMOCOOHOCTHIO BOCIIPUHUMATD CBET, Mep-
CTIEKTUBHBIM TIpEICTABIISIETCS] Ha3HAYeHWe UM Tperapa-
ToB MeylatoHnHa [40]. HazHauenue MegaTOHMHA MOXET
CUHXPOHU3MPOBATh LHMPKAAWMAHHBIE PUTMBI Yy OOJBIIECH
YaCTHU CJIETIBIX TAllMEeHTOB, CTPAJaloIInX pacCTpoiCTBa-
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OPUINHAJIbHBIE CTATbU NEPUHATOJIOIMNSA U HEOHATOJIOInUsi

AHTeHaTAJIbHbIE (baKTOpr PUCKA 32JIC€P2KKH BHyTpHyTpOﬁHOI‘O Pa3BUTHUA peﬁeHKa

HJI. I'vaues, C.3. Iapaesa, Il III Pacumosa, I M. Beauesa

AzepbalifikaHCKN MeOULIMHCKUIA YHUBEPCUTET; Hay4HO-1CCnenoBaTenbCkmii MHCTUTYT neamatpum um. K. dapamkesoit, Baky
Antenatal risk factor for intrauterine growth restriction

N.D. Guliyev, S.Z. Garaeva, Sh.Sh. Ragimova, G.M. Veliyeva

Azerbaijan Medical University; K. Faradzheva Research Institute of Pediatrics

Llenb ucciien0BaHus: H3yUeHHe 0COOEHHOCTel TedeHus1 0epeMeHHOCTH U POIOB Y MaTepeii, POIMBUINX JeTel ¢ 3aJepPIKKOii BHyTPHYT-
poOHoro pa3sutud. M3ydensl TedyeHne GepeMeHHOCTH U HCXOBI poAoB y 315 maTepeii, poaquBLINX JeTeii ¢ 3a1ePKKOi BHYTPUYTPOO-
Horo pa3BuTHs (ocHOBHas rpynmna). [Ioka3ano, 4To TOKCHKO03, aHEMUSI M IPEIKJIAMIICHUS NPENATCTBYIOT (PU3HOJIOTMYECKOMY T€YEHHI0
0epeMEeHHOCTH, YTO B COYETAHHMH C MUIALEHTAPHOI HEI0CTATOYHOCTDIO MPUBOANT K CepPbe3HBIM META00IMYECKUM HAPYIIEHUSIM B CH-
cTeMe MaTb—ILIALEHTA—ILION M, B KOHEYHOM cyeTe, 00YCIOBINBACT 3aJePKKY BHYTPUYTPOOHOro pa3Butus mioaa. CoBOKYNHOCTD
NaToJIOrHYecKuX ()AKTOPOB TeueHus: OepeMeHHOCTH (opMHPOBAIIO Y MaTepeii ¢ 3a1ePKKOil BHYTPHYTPOOHOTO PA3BUTHS ILUIOAA TO-
Ka3aHus K ONepaTUBHOMY POOpPa3peleHuIo.

Karouesvte caosa: naod, Ho80podICOeHHbLIL, 3a0epicKa HympuympooHo0 pa3eumust, paKkmopsl pUcka, NAAUeHmapHas HedocmamouHOCmb.

Objective: to study pregnancy and delivery characteristics in mothers who have given birth to infants with intrauterine growth re-
striction. Pregnancy and delivery outcomes were studied in 315 mothers who had given birth to infants with intrauterine growth
restriction (a study group). The studies have shown that toxemia, anemia, and preeclampsia prevent physiological pregnancy that
concurrent with placental insufficiency leads to serious metabolic disturbances in the mother-placenta-fetus system and eventually
lead to intrauterine growth restriction. A set of pathological factors of pregnancy required surgical delivery in mothers with fetal

growth restriction.

Key words: fetus, neonate, intrauterine growth restriction, risk factors, placental insufficiency.

3az[ep>1<1<a BHYTPUYTPOOHOTO Pa3BUTHUS OCTAETCSl Ofi-
HOI U3 BaKHEHIIUX MPOOJEM HEOHATOJOTUM U aKy-
1IepPCTBa, TaK KakK 3TU JETU OMNPEAEJsSIOT YPOBEHb Te-
pUHATAIbHOU 3200JIeBAEMOCTU CPEAX HOBOPOXIEHHbBIX
[1, 2]. ITpu HapymieHun (QYHKIIMOHUPOBAHUSI Pa3Ivy-
HBIX CUCTEM MATEPUHCKOTO OpraHu3Ma, OTBETCTBEHHBIX
3a pa3BUTHE alaNTallMOHHbIX U3MEHEHUI B TeueHue Oe-
PEMEHHOCTU, MHOTOYUCAEHHbIE (PU3MOIOTUYECKUE TTPU-
CIMOCOOUTENbHBIE TPOLIECChl CTAHOBATCS HECOBEPILEH-
HbeIMU [3, 4]. [eMognHaMUUeCcKUe HApYILIEHUS] B CUCTEME
MaTb—IUIalleHTa—TUIO/ SIBJISIIOTCS] BEAYIIIMM MaTOTeHETU-
YECKUM MEXaHU3MOM HapYILIEHUSI COCTOSIHUS U Pa3BUTHUSI
MJ10/1a TIPU PA3JIMYHBIX OCTOXHEHUSIX OEPEMEHHOCTH.
CrenyeT mMoayepKHYTh, UTO 3aJiepKKa BHYTPUYTPOO-
HOTO DPa3BUTUS TUIOAA JIIOOOI STUOJOTMHU BCeraa co-
MPOBOXIAETCSI U3MEHEHUSIMU B TJIALEHTE U CIY>XKUT He-
COMHEHHBIM CBUJETEIbCTBOM HalW4Msl TUIALlEHTApHOM
HE0CTaTOYHOCTU. TpyaHee BbISIBUTh HAYaJIbHbIE €€ MPOo-
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Anpec nia koppecnonaenumu: I[ynues Hacu6 xxacdap orny — a.M.H., npod.,
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A3epbaiiIokaHCKOT0 MEAMIIMHCKOTO YHUBEpCUTeTa, IupekTop HayuHo-uccie-
JI0BaTeIbCKOTO MHCTUTYTA neanatpun um. K. dapamkesoit

TapaeBa CabuHa 30xpad rbI3bl — K.M.H., JIOLL. TOH Xke Kad.

Parumosa Lllaxta [llamxan rei3er — K.M.H., I011., 3aM. TUPEKTOpa 1o Hayke Ha-
YUHO-UCCIIEI0BATEIbCKOTO MHCTUTYTA MEIMaTpuu; akyluep-ruHexkosor Pec-
MyGJIMKAHCKOTO TIePUHATAIBHOTO LIEHTPa

Benuena [ionait Macyn rei3el — aKyiiep-ruHekosior LleHTpanbHoii Xene3Ho-
JIOPOXXKHOM OOJTBHUIIBI

Az 1065 baky, yn.bactu Baruposa, a. 17

SIBJIEHUSI, KOTJa HeJIOCTaTOYHOCTh TIJIALleHThI pean3yeT-
csl TOJTbKO Ha YPOBHE pacCTpOMCTB MeTabosiM3Ma B Op-
raHu3Max Marepu u rioaa [5, 6]. Y mereii ¢ 3aaepxKKoi
BHYTPUYTPOOHOTO pPa3BUTHUsI MMEIOT MECTO HapyIIeHUsI
KJIETOUHOTO 9HEProoOMeHa B BUJIE YTHETEHUsI KaK a3po0-
HOTO, TaK 1 aHa3pOOHOTrO NyTH MeTabonusma [7]. M3yye-
HUE OCOOEHHOCTE TeueHUs] U HMCXOJI0B OEpeMEHHOCTU
y XEHIIWH Tpu 3alepKKe BHYTPUYTPOOHOTO pPa3BUTHS
riofa, olleHKa pucka OEpeMEeHHOCTH B KaXXJIOM KOH-
KPETHOM CJIy4ae MO3BOJISIT MOJOUTHU K PEIIEHUIO TaHHOW
npoOaeMbl U CMOCOOCTBOBATh OMTUMU3AILIUU TIPOTHO3U -
POBaHUsI COCTOSTHUS TIJI0/IA.

Ileab uccnenoBanusa: n3ydyeHue OCOOEHHOCTEN Teue-
HUSI 6EpPEMEHHOCTH U POJIOB Y MaTepeil, pOAMBIIIMX IeTei
C 3aJIep>KKOI BHYTPUYTPOOHOTO pa3BUTHSI.

XapaktepucTtuka o0cnenoBaHHbIX U METOAbI
uccnepoBaHus

WM3ydyeHbl TeyeHHe OEpPeMEHHOCTH M UCXOJbl POJOB
y 315 Marepeii, poauBILIUX AeTel C 3aAePXKKONM BHYTPUYT-
poOHOTO pa3BuTHsl (OCHOBHasI rpymra), uy 119 marepeit,
POIMBIINX AeTel C HOPMAJTbHBIMU aHTPOTIOMETPUYECKHU -
MU TToKazaTeJsiMU (KOHTpOJIbHAs rpyrina). B ocHOBHYy1O
rpyriy Bouuiu 172 matepu, poavBIIue AeTell ¢ aCuMMe-
TPUYHBIM BapMaHTOM 3aJePXKM BHYTPUYTPOOHOTO pas-
BUTHS U 143 mMaTepu — ¢ CUMMETPUYHBIM BapMaHTOM.
Bospact marepeit — ot 17 no 45 ner (cpenHuii Bo3pact
26,4%0,3 roma). [IpoaHanmu3upoBaHbl aHAMHECTUUECKIE
NaHHBIE, pacrpene/ieHue 1Mo BapuaHTaM 3aJepPXXKU BHY-
TpuyTpoOHOTO pa3uTus. [IpoBeneH aHaiIuM3 METONOB
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pomopaspelleHus, MoKa3aH!ii K orepaTUBHOMY BMellla-
TETBCTBY, OCIOXKHEHUI GEpPeMEHHOCTH.

Cratuctuyeckass o0pabOTKa MaHHBIX OCYIIECTBIISI-
JJach METOJIOM BapyallMOHHOM CTAaTUCTUKU TIPU TTOMOIIN
nporpammHoro obecrieueHuss MS Excel-2010. Ouenka
CUJTBI BIIUSTHUST M3YJ4aeMbIX (DaKTOPOB MPOBOAMIACH Me-
TOIOM JMCTIEPCHOHHOTO aHaIi3a.

Pe3ynbraTbl n 06CcyXXaeHue

ITpu n3yyeHnn ocodbeHHOCTe TeueHust GepeMeHHOCTel
¥ POIOB HamOoJIee YacTO BCTPEUAIOIIMMUCS HO30JIOTHIC-
CKUMU eIMHULIAMU OBbITN CITeAyIoNe (hopMbl TTaTOJOTUN:
TOKCUKO3, aHeMMs, TIPEIKIAMIICHUSI, YTrpo3a TpepbIBaHUS
6GepeMEeHHOCTH, TTATOJIOTUST OKOJIOTIOMHBIX BOI, BHYTPHYT-
poOHbBIE MH(MEKIIMU, OCTPbIe PeCrMpaTOpHble MHMOEKIINN.
Pesynbrathl aHaaM3a TeYeHMs] OepeMEHHOCTH y Martepeit
HCCIIeyeMbIX TPYIIIT TTPeACTaBIeHbI B Ta0. 1.

VY martepeit, poauBIINX NETeil C 3aJep>KKOil BHYTpH-
YTPOOHOTO pPa3BUTHUSI, B TONABISIONIEM OOJBITUHCTBE
ciTyqaeB 6epeMeHHOCTh TIpoTeKasia Ha (hOHe TOKCUKO3a —
70,5%+2,6%, B KOHTposbHOI Tpymme — 31,9+4,3%. Dtn
TTOKAa3aTeJIM CTAaTUCTUYECKW JIOCTOBEPHO pa3TMYaIACh
(p,<0,001). ¥V wmarepeil ¢ acCHMMETPUYHBIM BAPUAHTOM
TOKCHUKO3 OTMevasics B 68,6+3,5% ciaydaeB, ¢ CHMMETpUY-
HBIM BapuaHTOM — B 72,7+3,7%. TokcUKO3, CITIOCOOCTBYST
HapyIIeHUI0 MeTabOJMUECKUX TIPOIECCOB W (POpMUPO-
BaHMIO TaKWX TMATOTEHHBIX BIMSHUI, KaK TalieHTapHast
HEIOCTATOYHOCTbh, SIBJISIETCSI OMHUM M3 (DaKTOPOB, OIpe-
TIEJISTIONITNX Pa3BUTHE TTATOJIOTUH TIJIOJA.

YV GonbiIMHCTBA 00C/IEIOBAHHBIX MaTepeil perucTpu-
poBanach aHemus. [TouTtu B 2 pa3a yaiie aHeMUsI OTMeUa-
J1ach B OCHOBHOI (68,6+2,6%), ueM B KOHTPOJILHOM IPyII-
ne (31,9+4,3%; p,<0,001). Anemus1, xapakTepusyromasics
JIeUIIUTOM YPOBHS Xejle3a B KpOBU MaTepH U TUTALIEHTE,
BBI3BIBAET CHIKEHME aKTUBHOCTH (DEPMEHTOB JIbIXaTe b~
HOM TIeTIN W HapyIlleHne TiepeHoca XeJe3a K TUTONY, YTO B

OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

CBOIO 0Yepeab MOXET 00yCITOBINBATh Pa3BUTHE TUTALICH-
TapHOM HEITOCTATOYHOCTH. AHEMMS MIPU CUMMETPUIHOM
BapuaHTe BcTpevanach B 60,11+4,1% ciyuasx, a B TpyIine
C aCUMMETPUYHBIM BapUaHTOM 3aIePXKKHU BHYTPUYTPOO-
Horo pa3Butusi — B 75,6%3,3% ciyuaeB. CpaBHEHUE STHUX
roKasareJieil BIIBUIIO 10CTOBepHOE otandue (p,<0,01).

IMpesknamIicusi 3aHUMaeT OCHOBHOE MECTO Cpenu
OCJIOKHEHU I 6epeMEeHHOCTH, Yallle BCeTO BeayIIeH K IJ1a-
LIEHTApHOM HEIOCTaTOYHOCTU BCIIECACTBUE HAPYIIECHUS
MaTOYHO-TIJIalleHTAPHOTO KPOBOTOKA. Y Martepeil B Ooc-
HOBHOM TpymIie MpedKiIaMIicust oTMedeHa B 23,8+2.4%
clyyaeB, B KOHTpoJibHOM Tpymme — B 10,9+2.9%
(p,<0,01). Yacrora BCTPEYAEMOCTH  TIPEIKIAMIICUU
B TPYIIle MaTepeil, pOAUBIINX AETeH ¢ CUMMETPUUHBIM
BapuaHTOM, cocTasisiia 34,3+4,0%, ¢ acCUMMETPUYHBIM
BapuaHToM — 15,1%£2,7%. JlaHHBle TIOKa3aTeI JOCTO-
BepHO pasnuyatorcs (p,<0,001).

IMpoBeaeHHBINE HaMKM  AUCIIEPCUOHHBINA  aHAJIU3
JUTSL  OTIpEICJICHUST CWJIBI BJIMSIHUST HeOJarompUsITHBIX
dakTopoB Ha (popMHUpOBaHME 3aePKKU BHYTPUYTPOO-
HOTO Pa3BUTHS pebeHKa MoKa3all, YTO MpeBaTupyIOIIM
1O CTETICHW CHJIBI BIIVSTHUST SIBJISIIICSI TOKCUKO3 GepeMeH-
HbIX — 32,74% (95% OW: 32,14—33,34; p<0,001). Cuna
BJIMSIHUS aHeMUU Martepeii coctaBwia 12,37% (95% AU:
11,58—13,15; p<0,001). Cneayomum Mo CTeNEeHU CUIIbI
BIVSTHASL Ha 3aJepKKYy BHYTPUYTPOOHOTO Pa3BUTHUS SIB-
Jsiachk npesknamicus — 2,09% (95% AW: 1,21-2,96;
p<0,01). Takum 00pa3zoM, HaTUUYME CJAEAYIOIINX OCIOXK-
HEHUII — TOKCUKO3, aHEMMS U TIPEIKIIAMIICUST — MOXKET
YCYTyOJIsITh TeueHre 6epeMEeHHOCTA ¥ HETAaTUBHO BJIMSTh
Ha BCe BUABI OOMeHa BEIIeCTB, MMPUBOAS K HAPYIIEHUIO
TJIALIEHTApHOW CUCTEMBI M Pa3BUTHIO 3aJ€PKKU BHYTPHU-
YTPOOHOTO pa3BUTHUSI.

OcTpble pecrTupaTOpHbIe HMPEKITUU SIBJISTIOTCS] OTHU -
MM 13 HanboJiee YacThiX 3a00JIeBaHUIT MaTepu BO BpeMs
OepeMeHHOCTU. Y MaTepeil OCHOBHOW TpyMIIbl OTME-

Tabauya 1. XapakTepucTHKA TedeHHs] GepeMEHHOCTH Y 00CIeI0BAHHBIX MaTepeii, adc. (%)

OCHOBHas rpyrmnmna

BapMaHThI 3a/IEPXKKKM BHYTPUYTPOOHOTO

KonTponbHas
ITaTosorus pa3sBUTHUA _
Beero (n=315) rpynma (n=119)
ACMMMETPUYHbII CUMMETPUYHBII
(n=172) (n=143)
Yrposa npepbiBaHus 0epeMEHHOCTH 5(1,6%0,7) 2 (1,2£0,8) 3(2,1£1,2) 0

Tokcuko3 222%*(70,5£2,6)

OCT])I)IC pecnupaTopHbIE 3a00J1eBa- 69 (21 942 3)

HUS
AHeMus 216** (68,6%2,6)
[Tpesknamncust 75%* (23,8%2,4)
BuyTpuyTpoOHbIe MHbEKIIN 15 (4,841,2)
MHoroBoue 6 (1,9%0,8)
MajoBonue 4 (1,3%0,6)

118** (68,6£3,5) 104** (72,7£3,7) 18 (15,1£3,3)

42%* (24,4%3,3) 27**% (18,91£3,3) 4 (3,4x1,7)

130%* (75,6+3,3)
26 (15,142,7)

86** ¥ (60,1+4,1)
497 #% (34,314,0)

38 (31,914,3)
13(10,9£2,9)

3(1,7+1,0) 127 (8,4+2,3) 0
2 (1,4+1,0) 4(2,3£1,1) 0
0 4(2,3%1,1) 0

Ilpumeuanue. CtaTucTyeCKas 3HAYMMas Pa3HKLA C MOKA3ATENAMM: KOHTPOJIBHOM rpymmbl: * — p <0,01; ** — p, < 0,001; rpymmsl acummeTpuy-
HOTO BapUaHTa 3a€PKKU BHYTPpUYTpoOHOTO passutus: * — p,<0,05; ** — p,<0,01; *** — p <0,001.
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Tyaues HJI. u coagm. AHTeHaTaIbHbIe (hDaKTOPbI PUCKA 3a€PXKKN BHYTPUYTPOOHOTO pa3BUTHSI peOeHKa

yajach BBICOKAs 4acTOTa BCTPEYAeMOCTH DTOU IMaToJIO-
i — 21,9+2,3%, B KoHTponbHO# Tpyrme — 3,4+1,7%
(p,<0,001). Octpble pecnpaTopHble MHMEKINMU Ha (HOHE
HapylIeHWsT OOIIeil amanTalny OpraHu3Ma >KEHIIUHBI
K GepeMEeHHOCTH, MEeTabOJIMYECKUX CABUTOB W TUTALIeH-
TapHOM HEIOCTATOUHOCTH MOTYT MPOTEKATh O0JIee TsKe-
JIO W JUTUTEJTBHO.

BryTpuyTtpoOHbIe MHGEKIMN (TOKCOTUIa3MO3, Tep-
rec, IUTOMETAJIOBUPYCHAST U JIP.), SIBJISISICh pacipocTpa-
HEHHBIMU ¥ TSDKEJIBIMU 3a00JIeBAaHUSIMU BO BpeMst Oepe-
MEHHOCTH, XapaKTepU3YIOTCSI pacCTPOMCTBOM (hyHKITUIA
SKMU3HEHHO BaXXKHBIX OPTaHOB M CUCTEM Y Tuiofa. AKTH-
Balusl JUIMTELHO TEPCUCTUPYIOLIETO WH(MEKIIMOHHO-
ro Tipolecca MOXeT HaOIogaThcsl TP U3MEHEHUU TO-
MeocTasa opraHusma OepeMeHHoU xeHuMHb (OPBU,
nepeoxjaxkjaeHue u np.). Yactora BCTpeyaeMOCTH BHY-
TPUYTPOOHBIX MHMEKINI Y MaTepeil ¢ aCUMMETPUIHBIM
BapMaHTOM 3aIep>KKU BHYTPUYTPOOHOTO pPa3BUTHUS CO-
crapistia 1,7+£1,0%, ¢ cUMMETpUYHBIM BapMaHTOM —
8,4%2,3% (p,<0,05). B KOHTpOJIbHOIA TpyTITIE 3TH 3a607T€-
BaHMS He HAOJII01aTNCh.

Yrpo3sa nipepbsiBaHUsI 0epEMEHHOCTH y MaTepeiit OCHOB-
HOIM rpynmbl BeTpevanach B 1,6+0,7% ciydaeB, mpudeM
B KOHTPOJILHOI TPYyIIIie OHAa He oTMeuajiach. [1pu cpas-
HUTEJTbHOM aHaJlu3e YCTAHOBJIEHO, YTO B TOATPYIIITE
C CHMMETPUYHBIM BapuUaHTOM JaHHOE OCIIOXKHEHUE
BCTPEYaIoCh MOYTH B 2 pa3a yallle yeM Mpu aCUMMeTpUY-
HoMm BapuaHTe (2,1%+1,2 m 1,2+0,8% CcOOTBETCTBEHHO).
YV marepeii ¢ yrpo3oit nipepbiBaHUsI O0EpPEMEHHOCTH T -
TeJTbHBIN CITa3M MaTOYHBIX apTepHil BbI3bIBACT HapyIle-
HUE TUIALEHTApHOW TeMOAMHAMUKM, YTO MOXKET YXYI-
ITUTH TPODUIECKYIO (DYHKITIO TUTAIICHTHI.

Hapymienust oKoJOIUIOAHOW cpeabl (MHOTOBOIWE
1 MaJIOBOJAME) OTHOCSTCSI K CEPbEe3HBIM OCTOXHEHUSIM
OGepeMEHHOCTH, KOTOPbIE BIUSIOT Ha TIAalleHTapHBIN
roMeocTa3 1 o0yCJIOBIMBAIOT BBICOKHMIA PUCK TTepUHa-
TaJlbHOW 3200J1€BAEMOCTU U CMEPTHOCTU. Pe3ynabTaThl
HAIIUX UCCIeIOBAHUM IMOKA3alIu, YTO TIPU CUMMETPUY-
HOM BapuaHTe MHOTOBOAWE W MaJIOBOIME PETUCTPH-
pOBalUCh C OJMHAKOBOW 4YacTOTOM BCTPEYAEMOCTHU
(2,3%1,1%). Tlpu acMUMMETPUYHOM BapuaHTe MaJlOBO-
WS He HabJIIoIaloch, a MHOTOBOAME OBbLIO BBISIBIEHO
quib B 1,4%+1,0% ciaydyaeB; cTaTUCTUUECKUX pa3TUUM
B 4aCTOTE BCTPEYaeMOCTU He oTMedeHO. OCIIOXHEHUI

Majio- U MHOTOBOJIMEM B KOHTPOJIbHOM rpyrire oocie-
JlyeMbIX MaTepeii He 0OHapyKeHO.

HTak, cymiecTBEeHHOTO BIUSTHUSI OCTPBIX peCIpaTop-
HBIX UH(pEKUMNH, BHYTPUYTPOOHBIX MHMEKIMH, Yrpo3bl
npepbIBaHUSI OEPEMEHHOCTU, HapYIIEHUN OKOJIOTUION-
HBIX BOJ Ha BO3HUKHOBEHUE 3aJI¢P>KKW BHYTPUYTPOOHOTO
pa3BUTHS He HAOII0JaJIOCh.

IIpu n3yyeHUn MCXoa0B OEPEeMEHHOCTEN OBLIM TTPO-
aHaJIM3UPOBaHbl aKyIlIepCKUe TMOKa3aHUs, OMpeaessio-
1Me BBIOOP MeToMa pofaopa3pelieHus, Takue Kak y3Kui
Ta3, TAa30BOE MpejiekaHue, orepevyHasi mo3uivs Iioja.
TTonydyeHHbIe pe3ybTaThl IPUBEACHBI B Ta0. 2.

Cpenu 1okasaHuii K OINepaTUBHOMY pojiopaspeliie-
HUIO Ta30Bbl€ TMpeIeXaHus oTMmedanuch B 7,6E1,5%
cllyJaeB, TIOTIEpeYHbIe MO3uLMU Tutoma — B 5,1%£1,2%
u y3kuii Ta3 — B 3,8+1,1%. [1pu cpaBHUTEIBHOM aHaJIN3e
CUMMETPUYHOTO U aCUMMETPUIHOTO BApUAHTOB 3aepK-
KW BHYTPUYTPOOHOTO Pa3BUTHSI YacTOTa BCTPEYaeMOCTH
cJlyyaeB OMepaTUBHBIX POJIOB COCTaBIISIIa COOTBETCTBEH-
HO 43,4%4,1 u 37,2£3,7%. Y mMatepeit OCHOBHO TPYIIITbI
B 40,0%£2,8% cayyaeB poabl IIPOLUIM MTOCPEICTBOM OIIE-
pPaTMBHOTO BMeIIAaTeIbCTBA, YTO HAMHOTO OOJIbIIE, YeM
B KOHTPONbHOM Tpynme, — 22,7£3,8% (p,<0,001).

3aknovyeHue

IlpoBeneHHBIE HaMM HMCCIIeOBaHUS  TTOKa3allH,
YTO TOKCHUKO3, aHEeMUSI U MPEIKIAMIICUSI MOTYT TIPEeTsiT-
CTBOBaTh (DU3MOJIOTMYECKOMY TEYEHUIO OEpPeMEHHOCTH.
B couetaHuu ¢ mualieHTapHO#W HEIOCTATOUHOCTBIO 3TO
MPUBOAUT K CEPbE3HBIM META0OJIUUECKUM HapyIIeHUSIM
B CHCTeMe MaTb—IUIalleHTa—IUION M, B KOHEUHOM CueTe,
00YCJIOBIMBAET 3aJ€PXKKYy BHYTPUYTPOOHOTO pa3BUTHUSI.
COBOKYITHOCTh HeOJIaronmpusiTHbIX (hbaKTOPOB TEUECHUS
O6epeMeHHOCTH (hOPMMPOBAJIO Y MaTepeil C 3alepKKOi
BHYTPUYTPOOHOTO Pa3BUTHUS TUIONA MOKAa3aHUS K oriepa-
TUBHOMY POJIOpa3peIIeHUIO.

WMzyyeHne mpuuyMH M OlLIEHKA 3HAYMMOCTH (akTo-
POB pHCKa 3a7epXXKM BHYTPUYTPOOHOTO pa3BUTUS JAIOT
BO3MOXHOCTh JUISI CBOCBPEMEHHOI KOPPEKIIMM MaTe-
PUHCKUX (DaKTOpOB, opraHu3aunu 3pHeKTUBHON Meau-
LIMHCKOM TOMOIIIM HOBOPOXKACHHBIM TPYIIBl BBICOKOTO
purcKa, CITocoOCTBYsI TTOBBILICHWIO KAYeCTBA XKU3HU JeTei
B IMOCJIEAYIOIINE BO3PACTHBIC TIEPUO/IbI, UTO UMEET BaxK-
HO€ MEIMKO-COLMAIIbHOE 3HAYEHHUE.

Tabauya 2. AKyniepcKue HapyleHusi U 0COOEHHOCTH Be/ieHus pojioB, aoc. (%)

OcHoBHast rpyIra

KonTponbHas

Ilatonorus acero (n=315) BapUaHThI 3aI€P>KKU BHYTPUYTPOOHOTO Pa3BUTUS e ()
acUMMeTpuYHbIiA (n=172)  cuMMeTpuuHbIi (n=143)
Y3kuit ta3 12 (3,8%1,1) 6(3,5£1,4) 6 (4,2£1,7) 0
Ta3oBoe mpemiexkaHue mioga 24 (7,6%1,5) 8 (4,7£1,6) 16 (11,2£2,6) 9(7,6%2,4)
[MonepeyHast mo3uIMs TI0AA 16 (5,1%£1,2) 4(2,3%1,1) 12 (8,4%2,3) 1(0,8%0,8)

OrepaTHBHbIE POIbI 126%* (40,0+2,8) 64* (37,243,7) 62%* (43,4+4,1) 27 (22,7+3,8)

Ilpumeuanue. CTaTUCTUYECKU 3HAYMMAs PA3HULA C TTOKA3aTeISIMU: KOHTPOJIbHOM rpymmbl; * — p <0,01; ** — p <0,001.
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IIpodurakTuka OpOHX0JIErOYHOI TUCILUIA3MH Y HOBOPOXKIEHHBIX C HU3KOI H 3KCTPEMAJIbHO
HU3KO# MaCCOi TeJia MPU POKIEHUU IyTeM «M03/IHero» BBeJAeHus cypgaKkTanTa

HU.B. Bunoepaoosa, /[.A. Bunoepados, B.C. Emenvanosa, A.A. Ceiirues, B.A. Boaukos, A.IO. Poinoun,
A.I. Aumonos, O.A. Pozenbepe

BY «Mpe3naeHTCKNin NnepuHaTanbHbIl LeHTp» YyBaluckon Pecnybnuvku, Yebokcapsl; PIrBY «Poccuiicknin HayuHbI LLEHTP
PaaMoNoruy N XMpypruyecknx TexHonoruin» Muusgpasa PO, CaHkT-Metepbypr; ®rBY «HayuHbIl LEHTP akylepcTBa, rmHe-
KOnornum n nepuHaTonorum umexn B.N. Kynakosa» MuHsgpasa PP, Mocksa

Late surfactant for prevention of bronchopulmonary dysplasia in low or extremely low birth
weight newborn infants

LV. Vinogradova, D.A.Vinogradov, V.S. Emeliyanova, A.A. Seiliev, V.A. Volchkov, A.Yu. Ryndin,
A.G. Antonov, O.A. Rozenberg

Presidential Perinatal Centre of the Chuvash Republic, Cheboksary; Russian Research Center for Radiology and Surgical
Technologies, Ministry of Health of the Russian Federation, Saint Petersburg; V.I. Kulakov Research Center of Obstetrics,
Gynecology and Perinatology, Ministry of Health of the Russian Federation, Moscow

Iean ucciien0BaHUs: OLEHKA BO3MOKHOCTH NPOGHIAKTHKH PA3BUTHS OPOHXOJIErOYHO JUCILIA3MH C IOMOUIBIO «TIO3AHHX» UHTAJISA-
uii ierounoro cypdakranta (cypdakrant-bJl, Poccus). Haomonam 50 HoBopoxaeHHbIX ¢ Maccoi Tesia ot 690 1o 1620 r, B Tom
yuciie 34 pedbeHka B OCHOBHO¥ rpymnie U 16 — B KOHTPoJIbHOI rpynme. Y 19 aeteii unaransuuu cypdakraHTa HaYUMHAIM ¢ 3-10 10 8-
JleHb HAXOXK/IeHUs1 HA KMCJIOPOIHOM moanepxkke (moarpynna A), a'y 15 — nosxe 8-ro aus (moarpynna b). Yeranos.ieHo, 4To paH-
Hee HayaJio cypdakranT-repanuu (3,610,24 1Hs) NO3BOIMIO NEPEBOAUTH €Tell HA BTOPOii 3Tan Bbixaxupanus yepe3 19,4+3,06
s, a nosanee (16,4+2,09 nus) — uepes 31,0+3,37 ana (p<0,05). KaramHe3 B TedeHHe nepBOro rojia Ku3HM MOKAa3aJ, YTO TOJIb-
K0 6,716,68% nereit ocHoBHoii rpynnbl 601e;u OPBU 3 pa3sa u Gogee B TeyeHue roaa (B kourpoae — 63,2+11,37%; p<0,001).
BpoHx000CTPYKTHBHBI cCHHAPOMOM (He GoJee 2 3nMK30/10B B rod) Haomogancsa y 26,3+10,38% nereii 0CHOBHOIi rpynmbl NPOTHB
66,7£12,59% B koutpose (6omee 3—5 pa3 B rog; p<0,05). OTcyrcTBUe HApYyWIeHHil 3peHnst ObLIO BbisBIeHO y 61,5+14,05% na-
uuenToB npotuB 14,319,71% B kontpose (p<0,01). BoiBoapl. OnTHMaIbHBIM CPOKOM HAyaja «MO3HEiH» cyphaKTaHT-Tepanuu
JUIst NPOGUIAKTHKY OPOHX0JIEr0YHOI TUCTLIA3NH sIBIisieTcs: 3—8-ii IeHb HAXO0XK/IeHHsl peOeHKa Ha KHCJIOPOIHO# noiepkke. PaHHee
HAYAJI0 «TO3HIX» HHTAJISANMIA cypakTanTa CHIKaeT AauTebHOCTb npedbiBanus B OPUT u npuBoayt K npoduiakTuke 6poHX0-
JIErOYHOM TUCILIA3MH.

Karouesvte caosa: Hosopodcoertbie, GpoHX0N€204HASI OUCNAA3USL, NPOPUAAKMUKA, <NO30HAS» cypdhakmanm-mepanus, cypgaxmanm-bJl.

Objective: to estimate the possibilities of prevention of bronchopulmonary dysplasia (BPD) via late inhalations of a pulmonary surfac-
tant (Surfactant-BL, Russia). Fifty newborns weighing 690 to 1,620 g, including 34 babies in a study group and 16 ones in a control
group, were followed up. Surfactant inhalations were initiated in 19 infants on days 3 to 8 of their oxygen support (Subgroup A) and
in 15 after 8 days (Subgroup B). It was established that early surfactant therapy (during 3,610,24 days) could switch the babies to
nursing stage 2 on 19,4+3,06 days and later (16,4+2,09 days) on 31,0+3,37 days (p<0,05). A follow-up study during the first year
of life showed that only 6,7+2,09% of the infants in the study group had been ill with acute respiratory viral infection 3 times or more
a year (63,2£11,37% in the control group; p<0,001). No more than 2 and more than 3—5 bronchial obstructive syndrome episodes a
year were observed in 26,3+10,38 and 66,71+12,59% in the study and control groups, respectively (p<0,05). No visual impairments
were detected in 61,5+14,05 and 14,3+£9,71%, respectively (p<0,01). Conclusion: Days 3—8 of oxygen support are the optimal
time of late surfactant therapy to prevent BPD. The early initiation of late surfactant inhalations decreases the length of stay in an
intensive care unit and prevents BPD.

Key words: newborn infants, bronchopulmonary dysplasia, prevention, late surfactant therapy, surfactant-BL.

Ssomoum{ MpeACTaBIeHUN O OPOHXOJIETOUHON Nuc-
TJ1a3uu HacuuThiBaeT Oosiee 40 net. B nmyGnukanuum
W. Northway B 1967 1. [1] 6poHxoierouHast AUCTIIA3KS

Obl1a onmMcaHa Kak XpOHUYeckoe 3a00JieBaHUE JIETKUX
y TIyOOKOHEIOHOIIIEHHBIX HOBOPOXXIEHHBIX, pa3BUBAIO-
1meecsl B pesyJibTaTe TMPUMEHEHUS KUCIOpOAOTepanuu
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n uckyccrBeHHo BeHTwsiiuu jerkux (MBJI). IMocne
IIUPOKOTO BHEIPEHUs CypdhaKTaHT-Teparuyd pecripa-
TOPHOTO JUCTPECC-CUHAPOMA HOBOPOXIEHHBIX CMEpT-
HOCTb JIeTell C OYEeHb HU3KOW W SKCTPEMAIbHO HU3KOU
Maccoll Tejla B paHHEM HeOHaTaJbHOM TIEpUOjE CYIle-
CTBEHHO yMeHbIluaIach. B To Xe Bpems yactota OpoHX0-
JIETOYHOM MMCTUTa3UU YBEJIMYMIIACH U TIOSIBUJIACh «HOBas»
dopMa aucIuia3nu ¢ 6oyiee MITKUM TeYSHUEM.

B Hactosiiiee Bpemsi OpOHXOJIETOYHYIO AUCIUIA3UIO0
XapaKTepu3ylT Kak 3abojeBaHue JIETKUX, OOYCJIOBJICH-
HO€ HapylIeHMEM POCTa U Pa3BUTUS aTbBEOJ U COCYIOB
Majioro Kpyra kpoBooOpameHust [2—4]. Ceronnst B P®
yacToTa OpOHXOJIETOUYHOM TUCIIIa3uK Y HOBOPOKIEHHBIX
C OYEeHb HU3KOW M IKCTpeMaJbHO HU3KOW Maccoul Tena
MpU POXICHUM perucTpupyetrcs B Tipenmenax 15—20%.
ITo muenuto JI.FO. OBcsiHHMKOBA, 3TOT MoKa3aTesb Cy-
1eCTBeHHO 3aHuXkeH [5]. Hapsimy ¢ kimaccuuyeckoi Ts-
KeJioil (opmoii, HaOIogaeMoil BO MHOTHMX perrMoHax
Poccun B 85% cnydaeB, «HOBasi» OpOHXOJIErOYHAS AUC-
TJ1a3UsT PETUCTPUPYETCS TONBKO B 15% [4—6]. A.M. Tly-
JIMH CYWTaeT, 4YTO «KJacCU4ecKas» OpoHXOJeroyHas
JACTIa3UsI B BBICOKOKBATM(HUIIMPOBAHHBIX U XOPOIIO
OCHAIIEHHBIX OTIEJIEHUSIX peaHWMallM W WHTEHCHUB-
Hoit Tepanuu (OPUT) HOBOPOXKIEHHBIX, TPUMEHSTIOIINX
MpeHaTaJlbHYI0 TMPO(GUIAKTUKY pPEeCIUpaTOPHOrO [H-
cTpecc-cuHIpoMa, HazanbHbI CPAP! B poguibHOM 3aite
U paHHIOW cypdaKTaHT-Teparuio, MOXET BCTpedaThCsl
TOJIBKO KakK Kazyucrtuka [7].

BaxxHo momuepkHyTb, YTO AMArHo3 OpOHXOJErou-
HOW MWCIJIa3UM CTaBUTCS AETSIM JIWIIb Ha 28-i JIeHb
SKU3HU WUIA Ha 36-1i Helese MOCTKOHIIENTYaTbHOTO BO3-
pacTta B TOM cjlyyae, €C/ii OKCUTeHOTeparnusl Wi Jbl-
XaTeJbHasl Tepanusi MPOBOAMINCH B TeueHue 28 mHei.
HoBopokaeHHBbIM, IbIIIAIIUM KOMHATHBIM BO3IYXOM,
yCTaHaBIMBAETCS MIMAarHO3 JIETKOM CTENeHU TSIKECTU
OpPOHXO0JIETOYHOU MWCIIJIa3uM, HaXOMSIIMMCSI Ha Ha-
3aabHOM CPAP unu MBJI ¢ koHueHTpaumeir KHUCIO-
pona meHee 30%, — cpemHETSKeI0M CTereHu U 0oJiee
30% — Tsoxenoit crenmeHr. CUMITOMBI OPOHXOOOCTPYK-
LIUU TIpU OPOHXOJIETOYHOM NUCIUIa3UH JIETKOU CTeneHn
TSIKECTH MOTYT BO3HMKHYTH nipu OP3, B ciyuae cpen-
HETSKeJION OpOHXOJErOYHOM AUCIUIa3MKU OHU BbIpaXKe-
HBI yMepeHHo u ycuuBatorces ipu OP3, a ipu Tsikenoi
IUWCIIJIa3MU — BBIpaXXeHBbl B Mokoe. 3aboneBanne OP3
JeTel CO CPEOHETSIKEON U TSIXKEJIOM CTEIEHbIO TsKe-
cTM OpOHXOJIETOYHON AUCIUIA3MM B TIEpBbIE ABa roja
SKU3HU HEpeIKo 3aKaH4yMBaeTcs JieTaabHo. bonee 60%
Takux JeTeil CTpajaloT MPUCTyNaMu OpOHXOOOCTPYK-
uu yainie 3—5 pa3 B rofl. Y 3TUX JeTell BbICOKA YacToTa
MOPaXEHUST 3peHUST U3-3a PETUHOMATUM CETYaTKU, CIIy-
xa n LIHC. O61muit ypoBeHb MHBaTUAU3AIIUY ACTEH 10-
CTaTOYHO BBICOK.

Takum oOpa3oM, npoduiiakTuKa pa3BUTUSI OPOHXO-
JITOYHOW MUCIIJIa3MM, BO3MOXHOCTH CYIIECTBEHHOTO

! CPAP (continuonus positive airway pressure) — pecrnupaTopHas
noasiepxkKa, odecrneurBaoLasi MOCTOSIHHOE MOJIOXUTEIbHOE JaBiie-
HME B IbIXaTEJIbHBIX MYTSIX.

OPUINHAJIbHBIE CTATbU TNEPUHATOJIOInNS U HEOHATOJIOInsi

YMEHbIIIEHUSI BpEMEHU HaxoXJAeHUsI peOeHKa Ha JI0ToJI-
HUTEIbHOM KUCIOPOTHOM TOAIEpPXKKE W IbIXaTeJIbHOM
tepanuu (CPAP unu WBJI) u yMmeHblIeHHME YacTOThI
MPOSIBJIEHUSI CUMIITOMOB M OCJIOKHEHUI OpOHXOJeroy-
HOW JaucIUia3uu, Oe3yCOBHO, SIBJISIIOTCS aKTyaJlbHBIMU.
OIHUM M3 TTOAXOAOB K PEIIeHUIO 3TOi MpoOJIeMBl pac-
CMaTPUBAIOT «IMO3AHIO» cypdakTaHT-Tepanuio. [1pen-
MOCBhIJIKAMM K pa3paboTKe MeTojga TpodUIaKTUKU
OpOHXOJIETOYHOM AMUCTUIA3UU TTPU TTIOMOIIU cypdaKTaHT-
Teparnuu SIBUWIMCh CBEIEHUS O CYIIECTBEHHOM BTOpPWY-
HOM AedUuLUTE JIETOYHOTo cypdakTaHTa KaK B 3KCIIepU-
MeHTe Tipu anurtenbHoit MUBJI, Tak ' y HOBOpOXIEHHBIX
¢ OponxoyierouHo#t aucrutasueit. IlokazaHo, 4TO cTe-
MeHb BBIPAXEHHOCTU (UOPOIUIACTUYECKUX TTPOIIECCOB
MpU IUCIIJIa3UKA TIPOTIOPIIMOHAIbHA CTETIEHU YITHETEHMUSI
akTUBHOCTU cypdakraHTa [8, 9]. [Ipu GpoHXONIETOUHOI
JUCTIJIa3MK OOHAPYKEHO CHMXKEHUE COJIEPXKAHUST pa3ind-
HBIX (pakimii GpochoaunuaoB u KoauyecTBa cypdak-
TaHT-accounupoBaHHBIX OenkoB SP-A, SP-B n SP-C,
a Takke HU3Koe cootHomeHne SP-B 1 ¢pochomumumoos
B XXHUIKOCTH OpOHXO0aIbBeoJIsIpHOTO JlaBaxka [8]. Jlokasa-
Ha CBSI3b MEXIY TSIKECTbIO OPOHXOJIETOYHOM TUCIIIa3un
U CIMOCOOHOCTBIO XMIKOCTH OPOHXOATbBEOJISIPHOTO Jia-
Baxa 3(p(peKTUBHO CHUXKATb IMOBEPXHOCTHOE HATSKEHNE
[10]. A.I. AutoHoB 1 A.}O. PeiHAMH TipeacTaBUIN TOKa-
3aTeJIbcTBA 3G GEKTUBHOCTU NMPOPUIAKTUKN OpOHXOJIE-
TOYHOW NMCIIa3uU MyTeM MHTansauuii cypdakranTa-bJl
netsim, HaxogsuMcest Ha MBJI ¢ moBwIllieHHO# KOHIIEH-
Tpauuei kuciaoponaa 6omnee 10 mHel mociae poxaeHus 3],
a H.H. Bononun, JI.H. [ertsipeB 1 coaBT. Moka3ajau BO3-
MOXHOCTb ObICTpOTO (B TeueHue 2—4 cyt) cHsatusi ¢ UBJI
nereil ¢ OpOHXOJIETOYHOW AMCIUIa3uei, MOoJydaBIInX
uHransguuu cypdakranta-bJl mociae 28-ro mHS XKU3HU
[11]. OnHako ocTaloTCsl HEBBIICHEHHBIMU ONTUMAaJbHbIC
CpOKM Havasia cypdaKkTaHT-Teparuu 1t TpoOUIaKTUKA
OpPOHXOJIETOYHOI MTUCTIIa3UX U He U3yYeHbl OTAAJIEHHbIC
WCXOJIbl ATOM Tepanuu.

CrenyeT momuepkHyTh, uTo cypdakranT-bJI siBisier-
¢Sl BBICOKOHATUBHBIM TIpeTiapaToM M3 JIETKUX KPYITHOTO
poraToro cKoTa M OTJIMYAeTCs OT APYTUX BUAOB cypdak-
TaHTOB 00Jiee BHICOKUM CojiepXKaHueM cypdakTaHT-ac-
cormupoBaHHbIX 0esKoB B 1 C [12]. DTu 6eKu BAUSIIOT
Ha CKOpOCTh ancopOuuu ¢GochoaununoB cypdakTaH-
Ta Ha TMOBEPXHOCTU aJIbBEOJI, Yy4acTBYs B MeXaHU3MeE
CHIDKEHMST TIOBEPXHOCTHOTO HATSKEHUsSI Ha TpaHMIIE
pasnesia BO3yX — IMOBEPXHOCTb ajbBEOJ, YCUJIMBAIOT
aHTHOaKTepUaJbHYIO U aHTUBUPYCHYIO aKTUBHOCTD CYp-
¢axranToB [13, 14].

Ilenp wuccnenoBanusa: cpaBHUTH 3(hGEKTUBHOCTD
«TTO3MHUX» UHTAJISIINN JIETOYHOTO cypdakTaHTa Ha 3—5-¢
n 8—15-e cyTKM HaXOXIeHUsI peOeHKa Ha KUCJIOPOTHOM
MOIEPXKKe TOC/Ie TIEPBUYHON CypdaKTaHT-Teparuu pe-
CMUPATOPHOTO JIUCTPECC-CUHIpOMA IS TTPOMUIAKTUKA
pa3BUTUSI OPOHXOJIETOUHOUN nucruiazuu. M3yuuth Kata-
MHE3 B Te4eHHE MePBOTo I'o/ia XKU3HU Y ACTe, TTOJTy4aBIINX
U He MOJTy4YaBIINX JOTTOJTHUTEIBHYIO «ITO3THIO» Cyphak-
TaHT-TIPOUIAKTUKY OPOHXOJIETOYHOM TUCTUIa3UHU.
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Bunoepadosa U.B. u coasm. TpodunakTika OpOHXOIETOUHOI TUCTIIA3MY Y HOBOPOXKIEHHBIX C HU3KOII 1 9KCTPEMaTbHO HU3KOI Maccoii Tena...

XapaktepucTtuka peteu u MeToAbl UCCNeAoBaHUSA

IMon HaGmogeHueM Haxoauauch 50 nmereit pazinu-
HOTO TeCTallMOHHOTO BO3pacTa C Maccoi Tejia Tpu po-
xaerun ot 690 mo 1620 1, B Tom uncie 10 meteit ¢ mac-
coit 1o 999 r. Jletn Haxommwmmch Ha jedyeHUn B OPUT
HoBOpoxAeHHBIX BY «IIpe3uneHTckuii mepuHaTaIbHbIN
ueHTp» (Yedokcapsr) ¢ 2009 mo 2012 ., mo moBoay mnep-
BUYHOTO PECHUPATOPHOTO AUCTpecc-CMHApoMa. B xome
JIeYeHUsI BCe IETU MOJIyJayd Teparuio TpernapaToM Cyp-
dakranTa (I[MopakranT anbda, Keesm DapmacbloThyu,
Wranus) ogHokpaTHO Ha (DOHE CTaHAAPTHON pecrupa-
TOPHOU TIONAEPXKKM, KOTOpas IpoJosKajiach Oosee 3
cyt (UBJI, nazanbHbIit CPAP). KoMriekc MHTEHCUBHBIX
MEpOTPUSITUIA BKJTIOYAJ MH(PY3MOHHYIO, aHTUOAKTepU-
aJTbHYIO0 Teparnuio, HTepalbHOE U MapeHTepalbHOE M-
TaHWe, MMMYHOTEPAIUIO ¥ MHOTPOTIBI TIO TTOKA3aHUSIM.
YV Bcex HOBOPOXIEHHBIX 0OHAPYKUBATVUCh KIMHUIECKIE
U PEHTTeHOJIOTMUECKUEe paHHUE MMPU3HAKNA OPOHXOJIETrOY-
Hoit nucrutazun. CchoMupoBaHbI ABe TPyl OCHOBHYIO
Tpy1NIly cocTaBuin 34 pebGeHKa, MOJydUBIINE TOTOTHU-
TeabHO uHransiuu cypdakranta-bJl (OO0 «buocypd»,
Poccust) Ha 3—5-e 1 8—15-e cyTKM HaxoXAeHUsT Ha KUC-
JIOPOTHOM TIOIIEPXKKE.

B rpynmy cpaBHeHUsT Bouuti 16 meTeit, mMoydaBIIUX
TaKyl0 Xe CTaHJapTHYIO Teparuio 0e3 «O03THEer0o» BBe-
neHusi cypdakTaHTa. DTa Tpynma MpeacTaBisieT coboi
HWCTOPUYECKUI KOHTPOJIb 3a TPEIbIIYIINIA TOI pabOThI
otnenenus. Cpenu 50 neteit, BKIIOUEHHBIX B MCCIIEIO0-
BaHUE, MAJIBYUKU cocTaBUIn 51,2% B OCHOBHOI TpyIIITe
1 48,8% B KOHTpOJIbHOM. CpaBHUTEIbHAS XapaKTEPUCTH -
Ka HOBOPOXKIEHHBIX 00eUX TPYITI MpuBeaeHa B Tabm. 1.
AHaJIU3 MpeACTaBIeHHBIX JAaHHBIX MOKA3bIBAaET, YTO IO
OCHOBHBIM XapaKTEepUCTUKaM 00e TPYMIbl AeTei SBIIsI-
JOTCS COMOCTaBUMBIMU. Pa3nmuuuii mo aHTporioMeTprde-
CKMM TIOKa3aTeJisiM U CpoKaM TecTalluyi MeXIy HOBOPO-
SKIEHHBIMU 00EHX TPYIIIT He BBISIBJICHO.

CypdakranTt-bJI BBogunu B 1o3e 50—75 Mr/Kr B cyT-
KW OJHOKPATHO B BUe MHransuuii. Ecim pebeHOK mpo-
JTOJKaJ HY>KIaThCsl B KMCIIOPOIHOM TTOAAEepKKe (TaHHbIE

ra3oB KpOBM), MpemnapaT BBOJAWIN BTOPOW W TpeTUH pa3
¢ nHTepBajgom 1—3 nHs.

151 BBISICHEHMSI ONTUMAJIbHBIX CPOKOB Hadvajla Cyp-
bakTaHT-Tepanuu i1 TPOMPUIAKTUKU OPOHXOJIETOUHOM
MVCTIIa3MK OCHOBHASI TpyIINa Obljia pasaesieHa Ha JIBe IO/~
rpynnbsl. B moarpynmy A Bouu 19 maimeHTOB, KOTOPbIM
BBOJWIM TIperniapaT Ha 3—8-ii IeHb HaXOXK/IEHMST Ha Ha3aJTb-
HoMm CPAP umu UBJI; B moarpymimy b Bonumn 15 HoBOpo-
KIEHHBIX, TToJTyJaBIIMX cypdakranT-bJI mocie §-ro nHs.

TTpoBoaMIM KTMHUYECKUIA 1 TAOOPATOPHBIE MOHUTO-
PUHT: PETUCTPUPOBAIN TUHAMMKY COCTOSIHUSI Ta30B KPO-
BU, BpeMsl HaXOXIEeHUsI Ha JOTIOJHUTEIbHON KHUCIOPO-
JIOTeparnnu, MPOAOJLKUTEILHOCTh npedsiBanust B OPUT
U CPOKM TepeBo/ia Ha BTOPOW 3Tall BbIXaxkuBaHus. B Te-
YeHMe MepBOTOo To/ia XKM3HU OCYIIECTBIISIM KaTaMHECTH -
yeckoe HaOJIIoieHue 3a COCTOSIHMEM 3/10POBbSl JETeld,
pOIUTENM KOTOPBIX JajiM COrJlacue Ha JajibHeilnee 00-
cinenoBanue. CrienMaJMCThl €XeMeCSIYHO OCMaTpUBaId
JeTell U olleHWBaIu UX (pru3nyeckoe pa3BUTHE, COMATH-
YeCKMi M HEBPOJOTMYECKUI CTaTyC, TNCHUXOMOTOPHBIE
HaBBIKU, COCTOSIHUE CJlyxa M 3peHusi. Perucrpuposanu
YKCJIO TOCTIMTAIU3alnii B TeueHue roja 1o rnmosoay OPBU
M 4aCTOTY 3MU30/10B OPOHXOOOCTPYKTUBHOTO CUHIpOMA.

Pe3ynbTathl u 06cyxaeHue

TTpu mocTyIIeHUY B OTAeIeHUE peaHUMAIIK BCe IeTH
KaK OCHOBHOWM, TaK M KOHTPOJBHON TPYIIIBI C TIEPBOTO
gyaca TIOJlyJaJli TIOBBIIIEHHYIO KOHLEHTPALUIO KHMCIIO-
pona, nokasarenu FiO, octaBamich B penenax 25—30%
6oJsiee 3 cyT. Bce manveHThl UMEU CHUXKEHHYIO THEBMa-
TU3AIUIO JIETOYHBIX TTOJIeil Ha PEHTreHOTrpaMMe TPYIHOM
kietku. CpeaHue 3HaueHus FiO, y feTei, Haxoasmuxcst
Ha UBJI u HazansHOM CPAP, mpuBeneHs! B Tao1. 2.

B xone HaOo1eHUST B KOHIIE paHHETO HEOHATAIbHOTO
repuoaa y AeTeii MosIBISAIOCh CTOHYIIEE TbIXaHKe, 0C1a0-
JIeHUe JBbIXaHUsl, BIaXXKHbIE U KPETTUTUPYIOIINE XPUITHI,
ydJacTue BCITIOMOTATEeNIbHOM MYCKYJIAaTyphl TIPU TbIXaHUH,
3amajiecHue TPYOIWHBL.  YBeIWYMBajlach TOTPEOHOCTh
B KOHIIEHTpAILIMU KUCIOPO/Ia B TOJaBaEMOM ra30BoM cMe-
cu. TTosBiscs pUCK yBETWYEHUS «KECTKOCTH» PECIT-

Tabauya 1. XapaKTepucTHKA OCHOBHO# Ipynimbl U rpynnbl cpasHenust (M=tm; p<0,05)

Ipynma
IToka3zarenn

OCHOBHas1 KOHTpPOJIbHasA
Ywuco manueHToB 34 16
TecralimoHHBIN BO3pacT, Hel 30,3%0,15 30,2%0,12
Macca Tesia mpu poxaeHuu, T 1233+348.,9 1268+355,3
[omn, %:
MY>KCKOM 51,2%7,90 61,0%6,40
KEHCKUI 48,8+7,90 39,0+6,40
O1eHKa 1o mkaje Amrap, oaur:
Ha 1-ii MUHYTE XKU3HU 3,7£0,92 3,31+0,16
Ha 5-if MUHYTE JKU3HU 6,3£0,21 6,5+0,19
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pPaTOpPHOIi Tepanuu U MepeBojia JeTell ¢ HEMHBA3UBHBIX
METONIMK PECTUPATOPHOI Tepanuy Ha UHBA3UBHBIE.

J7s1 OlLleHKU TSXKEeCTU PeCrMpaTOpHOIro JIUCTpecc-
CUHIpOMAa U BbIOOpA TAKTUKU JIEYEHUS] UCTOJb30BAIU
pacuet uHaekca okcureHauuu (/0), KOTOPBIil BHICUMTHI-
BaJicst o hopmyJie:

MAP - FiO, -100%
.0,

10 =

Jlo yXyHOIIeHWs COCTOSTHUSI WHAEKC OKCUTEHAIuU
cocraisut 3,6+0,25, a B AMHaAMUKe HAOJIOEHUS TTOBBI-
wascs 10 5,210,31 (p<0,001). 3nauyenue FiO, ynasanoch
YMEHBIIUTH ¢ 42,242,3% niepen mpoBeieHUEM WHTAISIIAI
1o 30,2%1,5% 4vepe3 12 4 mocie unransuun (p<0,001).
BoisiBieHo craructuuecku 3Haunmoe (p<0,001) cHuxe-
HHUe mHIeKca okcureHanmu ¢ 5,2+0,31 go 2,8+0,40 B Te-
yeHue 24 4 nociie nposeaeHus uHranasanun. OKasanochk,
YTO TIOBTOPHOE «II03IHee» BBedeHMe cypdakrtanTa-bJl
JIETSIM C PEeCTUPATOPHBIM TUCTPECC-CUHIPOMOM TPUBO-
AT K CHWKEHUIO TSKECTU IbIXaTeIbHBIX PacCTPOMCTB
B BUJIE YMEHbIIIEHUS 3aBUCUMOCTH OT (hpaKIUKM KHUCIIO-
poIla BO BOBIXaeMOM BO3/IyXe.

VY 55,3% GOMbHBIX OCHOBHOU TPYIITHI YIAIOCh YATH
OT pPecTIIMpaTOPHOI MOIIEPXKKHA B T€UYeHUE TIEPBBIX 2 CYT
rmocJjie Havyaja uHransinuii cypgakrantroMm-bJl. B koH-
TPOJIbHOM TpYIMIe 3TOT ToKasaTelb cocTaBuil 34,8%.
C 1menplo TMpeaoTBpallleHUs] TUTIEPOKCUU TTOCTENIEHHO
YMEHBIIAIN KOHILIEHTPALIMIO KUCIOpoaa B ra30BOi cMe-
cu TaK, utoos SpO, He mpesbimana 93—95%. Dddexr
JIOTIOJTHUTENIBHOM ~ CypaKTaHT-Tepanmii B TIOATPYII-
Max ¢ paHHUM W MO3IHUM HavyajJoM WHTAISLUN COCTO-
SUT B YIYYIIEHUM ayCKYJBTaTUBHOM KapTWHBI B JIETKUX
U B TIOJIOXUTEIbHONW AWHAMHUKE Ha pPEeHTTeHOrpaMMax
rpyaHOl KieTKu. B cpemHem momoiHUTeNbHAs Cypdak-
TaHT-Teparus HaunHamach yepe3 3,6+0,24 nHs B rpyrime
C paHHUM BBeleHUeM (rmoarpymnma A) u yepe3 16,432,09
IIHSI B TpymIme C MO3MHMM BBeaeHueM (roarpynmna b).
ITpn TOM BBHISIBIIEHA TTOJIOKUTEbHAS KOPPESALIUS Me-
Ky BpeMeHeM TIepBOTO BBeAeHUs cypdaKTaHTa W JIJTU-

OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

TeJabHOCThIO mpebbBaHuss B OPUT (r=+0,55+0,196;
p<0,01). Tak, mpu paHHeM JOMOJHUTEILHOM BBEICHUUN
cypdakTaHTa HOBOPOXIEHHBIX TIEPEBOAMIN Ha BTOPOIA
3Tan BbIXakuBaHUsl — yepe3 19,4+3,06 aHs, a pu no3-
HeM uepe3 31,0%3,37 aus (p<0,05; Tadn. 3).

TakuM 06pa3oM, MOXHO CHeNIaTh BBIBOJA O TOCTOBEP-
HOM TTOJIOKUTEIBHON KOPPETSIIUM MEXIy BpeMeHeM
rmepBoro BBeAeHUs cypdakraHTa-bJI M IIUTETBHOCTHIO
npebsBanMsT HoBopoxneHHoro B OPUT. OnTtumanbHBIM
CPOKOM Hauajia JOTOJHUTEIbHON cyphaKTaHT-Tepanuu
1 PO UIAKTUKY OPOHXOJIETOYHON JAUCIUIA3UM y Jie-
Teil, «3amepXKaBIIMXCsI» Ha PECIMPATOPHON TOMIEPKKeE
MocJjie TePBUYHOM cypdaKTaHT-Teparmuy pecrupaTopHO-
To JUCTpECC-CUHIpOMa, SIBJIIeTCsI 3—8-i1 IeHb XKU3HU.

B ocHoBHoO#1 rpynrie 22 u3 34 naiyeHTOB IMoJjyJyain
UHTAISIIMIo cypdakranTa-bJI oqHOKpaTHO 1 OBLTH TTepe-
BeneHsl 13 OPUT B manaTy MHTEHCUBHOW Tepanuu 4e-
pe3 11,642,07 nHs. JIBeHaanaTh aeTeil 3TOi TPYIITBI HY-
KIATMCh B 2—3 WHTAISIIUSX TIperapaTa 1 repeBOANINCH
yepes 30,314,40 aus (p<0,001).

AHanu3 3a00J1€eBaeMOCTH JIeTeil Ha TIePBOM IOy >KU3-
HU (KaTaMHECTMYECKOe MCCIIe[IOBaHNe) BBISIBUJI CTaTH-
CTUYECKU 3HAYMMBbIe PA3INYMs B KOJUYECTBE TepeHe-
ceHubix OPBU, s3nu3on0B OpoHX00OCTPYKIIMH, CydaeB
HapyILIeHWsT 3peHNS U CITyXa B OCHOBHOM 1 KOHTPOJIbHOM
rpynnax. B ocHoBHoI rpymme aereit, moJydaBIInX <03/ -
HIOI0» JIOTIOJIHUTENbHYIO cypdakTaHT-Tepanuio B OPUT
B paHHeM HeoHataibHOM TItepuoae, OPBU ¢ ugacTtoToii
3 pasa u 6osee B roa Habmoganuy 6,7+6,68%, Torma Kak B
KOHTPOJILHOM TpYIIe TakKux AeTeit 6buto 63,2+11,37%
(»<0,001). TTauureHTH OCHOBHOM TPYIIbI pexe cTpaaa-
JIN OPOHXOOOCTPYKTUBHBIM CUHIPOMOM: 3TOT IMArHO3
6bL1 mocTaBieH 26,3+10,38% neteit OCHOBHOI TPYITITBI
(yacTtora 3MM3070B OOCTPYKLIMU He Oosee 2 pa3 B Toi)
u 66,7+12,59% neteif KOHTPOJBHOM TPYIIMbl (4acToTa
3MU30/10B 00CTpyKIIMK 6osiee 3—5 pa3 B rox; p<0,05).

OlLieHKa COCTOSTHUSI 3peHUsT B Bo3pacTe | rofa BbISIBU-
Jla CTAaTUCTUYECKM 3HAYMMBbIe Pa3INIUsT MEXIy HOBOPO-
SKIEHHBIMM OCHOBHOM Y KOHTPOJIbHOM Tpyri. OTCyTCTBUE

Tab6auya 2. PecimpaTropHasi Tepanus y LIy0OKOHEIOHOIIEHHbIX HOBOPOKIEHHBIX B Bo3pacTe 5 cyT nociie poxaenus (p<0,05)

[Moxkazatenb

OcHoBHasl rpynma (n=34)

KonrposnbHas rpymma (n=16)

MBI, abc. (%+m)
CPAP, a6c. (%tm)

Cpennue nokasarenu FiO,, %

7 (20,6%7,04)
27 (79,4£7,04)
28,8%+2,03

4(25,0£11,18)
12 (75,0£11,18)
29,2+1,61

Tabauya 3. 3aBucumocTs JymrtenbHOCTH Haxoxkaennsi B OPUT u Bpemenn nepeBoa Ha BTOPO# 3TaN BHIXAKMBAHNUS OT BPeMeHH

Hayasia cypakTaHT-Tepanuu

CpoK BBeIeHUsI TIpernapara, cyT

Hoxasareny noarpynna A (n=19) noarpynna b (n=15) ’
Hauano nononHuTenbHOM cypdaKkTaHT-Tepanuu 3,6%0,24 16,4%+2,09 <0,001
KomnuectBo nueit B OPUT 12,4%2,44 24,613,06 <0,01
Bpewmsi nepeBoia Ha BTOpOIi 3Tan BbIXaxKMBaHUS 19,4%3,06 31,0£3,37 <0,05
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Bunoepadosa U.B. u coasm. TpodunakTika OpOHXOIETOUHOI TUCTIIA3MY Y HOBOPOXKIEHHBIX C HU3KOII 1 9KCTPEMaTbHO HU3KOI Maccoii Tena...

MaToJIOTMU 3peHMsI ObLIO BhIsIBIIEHO Y 61,5+£14,05% naum-
€HTOB OCHOBHOM Tpymiibl TpotuB 14,3+9,71% neteit KoH-
TpousibHOM rpymIibl (p<0,01). Tsokenoe HapylieHWe 3peHUs
B BUIIE CJIETIOThI, OOYCJIOBJIEHHON PETUHOMNATUEN Hemo-
HOIIIEHHBIX, OTMEYEHO Yy 2 JeTeli KOHTPOJLHOU TPYITITHI
TPY OTCYTCTBUY TaKUX JAe€Te B OCHOBHOM TPyTITIE.

JleT OCHOBHO TPYIIITBI UMEJTN TaKXKe MEHBIIYIO Ya-
croty nopaxeHust LIHC. Inarno3 JILIIT 6b11 mocTasieH
15% nereit ocHoBHOU Tpynmsl U 40% — KOHTPOJIHHOM
(pa3nuumst CTAaTUCTUYECKU HE3HAUMMBI).

Heo6naronpusaTHbIM UCXOIOM Y JIeTeil ¢ 9KCTpeMallb-
HO HM3KON Maccoil Tejla TIPU POXICHUM SIBJISIETCST Heil-
poceHcopHast Tyroyxoctb. OmHaKO B HallleM HalJoze-
HUU ObUT BBISIBJICH TOJIHKO ONH peOeHOK B KOHTPOJBHOM
IpyIIme ¢ motepeit ciryxa Ha 50%.

BbiBoAabI

1. OnTuMaNbHBIM CPOKOM Hayvaja MpoduIaKTUKU
OpPOHXOJIETOYHON IUCIUIA3UU Y IeTel ¢ pAHHUMMU MPHU-
3HAKaMM TIOBPEXIEHMST JIETKUX W BBICOKUM PUCKOM
pa3BUTUS IHUCIIa3UU TIPU TIOMOIIM <«ITO3IHEW» HO-
MOJHUTENIbHON Tepanuu cypdakTaHToM-bJl saBasercs
3—8-ii meHb HaxOXIeHWs peOeHKa Ha KHCJIOPOMHOM
MOJJIEPXKKE.

2. Pannee Hauano cypdakTaHT-Tepanuu CHUXaeT
JUTUTEILHOCTh TIpeObiBaHUsI HOBOpokaeHHoro B OPUT,
a TaKXKe JOCTOBEPHO YMEHbIIIAET YAaCTOTY M TSKECTh OT-
NAJIEHHBIX TIOCENCTBUI OPOHXOJETOYHOW JUCIUIa3uM
B Bue 3a6oneBaemoctu OPBU, 6poHX000CTPYKTUBHOTO
CUHIpOMa U PeTUHOIIaTUU Ha TIEPBOM IOy XXU3HU.
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NuTpaHaTanbHas TMIOKCHS IJ10/Ia: BO3MOXKHOCTH THATHOCTHKH, Pe3epBbl CHIZKEHUS
4ACTOTHI IIEPeOPATbHBIX PACCTPOIMCTB Y JOHOMIEHHBIX HOBOPOKIEHHBIX

O.B. Pemnesa, H.U. ®adeesa, O.H. Quavuakosa, T.B. bypkosa, FO.B. Kopernosckuii

'BOY BIMO «AnTalicknii rocyaapCTBEHHbIN MEONUMHCKNI yHUBEPCUTET» MuH3apaBa PD; KIBY3 «MepuHaTtanbHbI LEHTP
(knnHnyeckunin) Antamckoro kpas», bapHayn

Intranatal fetal hypoxia: Diagnostic possibilities, reserves reducing the incidence of
cerebral disorders in full-term newborns

O.V. Remneva, N.I. Fadeeva, O.N. Filchakova, T.V. Burkova, Yu.V. Korenovsky

Altai State Medical University, Ministry of Health of the Russian Federation; Perinatal (Clinical) Center of the Altai Territory, Barnaul

JIna BbIsIBIIEHMS pe3epBOB CHIDKeHHUs1 runokcnyeckux nopaxenuii IIHC y noHomeHHbIX HOBOPOXK/IEHHBIX NPOBEIEHA OLEHKA Ana-
THOCTHYECKO# ¥ IPOTHOCTHYECKO# 3HAUMMOCTH OTAEIbHBIX MAPKEPOB HHTPAHATAIBHOI rUunoKcuy mioaa. Kommiekc uccienoBanuii
(KJIMHHYECKHX, YIbTPa3BYKOBBIX, 1A00PaTOPHBIX) npoBeaeH y 102 xKeHIuH, pofopa3pelieHHbIX MyTeM KecapeBa cedyeHus pH Cpoy-
HBIX POJAX MO MOBOIY mporpeccupymonieii runokcun miona. [Ipu nporno3uposanun runokcuyeckux nopaxennii [IHC nonmiepo-
MeTpUYecKHe HAPYLIeHUs B CHCTeMe MaTh—IUIANeHTA—IUI0/ MOKA3a/IM HU3KYI0 YyBCTBUTEIbHOCTh. Hanbosiee 3HAYMMBIMH TMArHO-
CTHYECKHMH ¥ IPOTHOCTUIECKHMHI MAPKePAMH MHTPAHATAIBHOI TMIIOKCHH II0JA C Pean3amueii B iepedpaibHyi0 HIIEMUIO SIBUITHCH
cJeyIoNye COYeTAHUS: 3aJePKKa PA3BUTHS IUI0JA C HAPYIIEeHHeM IIaleHTapHoro Kpopooopamenus 1B crenenn, natosoruyeckas
untpanaraiabias KTT ¢ rakrar-auuno3om B aMHHOTHYECKOM KUAKOCTH, IYCTble MEKOHUAJIbHbIE OKOJIONJIOIHbIE BObI.

Karouesote caoea: doHouieHHbII HOBOPOIICOCHHDLIL, NEPUHAMANbHOE NOPANCEHUe UEHMPANbHOU HePEHOL CUCMeMbl, KapouomoKoepa-
husi, MeKoHuUil, r1aKkmam-ayudos.

The diagnostic and prognostic values of individual markers for intranatal fetal hypoxia were estimated to identify reserves for reducing
hypoxic CNS lesions in full-term newborns. A set of (clinical, ultrasonic, laboratory) studies was conducted in 102 women who had
delivered via cesarean section during term delivery for progressive fetal hypoxia. Doppler abnormalities in the mother — placenta —
fetus system showed low sensitivity when predicting hypoxic CNS lesions. The most important diagnostic and prognostic markers
of intranatal fetal hypoxia leading to cerebral ischemia were as follows: fetal growth retardation with grade 1B placental circulatory

disorders; abnormal intranatal cardiotocography with lactic acidosis in amniotic fluid, thick meconium amniotic fluid.

Key words: full-term neonatal infant, perinatal central nervous system lesion, cardiotocography, meconium, lactic acidosis.

FHHOKCHH SIBJIIETCSI  YHUBEPCAJTBbHBIM  (DaKTOPOM,
MOBPEXIAIOIIMM 1IEHTPAJbHYIO HEPBHYIO CUCTEMY
(LIHC) HoBopoxneHHOTO. ACUKCHUS TIPU POXKIEHUN —
JIOTMYECKOE TIPOAOKEHUE BHYTPUYTPOOHO! TUTIOKCUH,
MpuYeM aHTeHaTaJbHbIe (haKTOPhI pUCKa WUTpaloT OoJiee
JIpaMaTUYeCKYIO pOJib, YeM MHTpa- 1 TTOCTHATaJbHBIE [ 1 —
4]. B ocHOBe TMIOKCHU IUIOJA JICKUT HEMOJIHOLIEHHOE
dopMUpoBaHME TUIALIEHTHI 00 ee MOBpeXIeHue B 00-
Jiee TIO3IHUE CPOKU TecTaluu [5, 6]. JInuTeabHast XpOHU-
yeckasi TUTIOKCHUsSI KaK pe3yJibTaT BO3[EHCTBUSI Ha TUIOM
9KOJIOTMYECKOTo HeOJ1arornoyuyusi, CoMaTuuyeckKux 3abo-
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JIeBaHUI MaTepu, OCIOXKHEHHOTO TeueHMsI OepeMeHHO-
CTU W POJIOB SIBJISIETCST TIPUYMHON TTePUHATATBLHOTO TT0-
paxxenus LIHC, BrtoTs 1o nHBamuau3auuu aetei [2, 3].

BoNBIIMHCTBO M3 CYIIECTBYIOIIMX B COBPEMEHHOM
aKyllIepcTBE METOM0B (DYHKIIMOHAIBHON JMArHOCTUKU
BHYTPUYTPOOHOI THUITOKCUU TUIOAA SIBIISIIOTCSI HEWHBA-
3UBHBIMU M KOCBEHHBIMM, YTO He ITO3BOJISIET OLEHUTh
WCTUHHBIE pe3epBbl agantauuu [7—9]. CyiiecTtByer psii
OUOXUMUYECKIX MAapKEPOB HAJTUIUS U CTETICHH TSKECTH
TMepUHATAIbHONW TUIOKCUM TIIOJA U CBSI3aHHBIX C Hel
runokcuveckux nospexnenuin [THC [10—12]. Onna-
KO UX BHeIpeHWEe B KIMHUYECKYIO TIPAKTUKY 3aTpymaHe-
HO B CBSI3U C OTpaHMYEHHON JOCTYITHOCTHIO MaTepuaia
IUJISI UCCJIeIOBaHMUS, a Takxke JoporoBu3Hoii [12, 13]. Bece
3TO TIOPOW MPUBOIUT K 3aI031aJIOMY POIOPA3PEIICHUIO,
CMOCOOCTBYSI BHICOKOI 4acTOTe MepUHATaIbHOI 3a00J1€e-
BaeMOCTHU M, B TMIEPBYIO OUepeb, 3a CYET TUMTOKCUIECKUX
nopaxenuii LIHC [3, 4, 11, 14].

JIOCTYITHBIM OOBEKTOM MCCJIENIOBaHUS TIJIOAa SIB-
JIIETCST aMHMOTMYecKas KUIKOCTb — YHUKaIbHast
cpena ero ob6urtanms [13, 15, 16]. MekoHuanbHas
OKpacka aMHUOTUYECKOHN XUAKOCTH W HapacTaHUe Ty-
CTOTBI MEKOHMS B TMPOLIECCE POJIOB CUMTAIOTCST 3HAUM-
MBIM KJIMHUYECKMM MPU3HAKOM TUITOKCHUM mioda [17].
JlakTaT—anuao3, BBISIBICHHBIM B aMHUOTHYECKOM KW~
KOCTHU, CBUJETEILCTBYET O Pa3BUTUU Y TUIOAA TUTTOKCUN
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[15, 16]. B ycnmoBusix runokcuu, mo gaHaeiM H. kerud
u coanT. (2009), HaOn0maeTCs aKTUBALIUSI TTPOLIECCOB
TJIMKOJIM3a B MUOMETPUH, YTO TIPUBOIUT K CYIIECCTBEH-
HOMY CHMXEHUIO IJIAllEHTAPHOrO KPOBOTOKA U 00-
ycioBnuBaeT aud@y3uio Jlaktata B aMHUOTUYECKYIO
xunkocts [18]. B wucciaemoBanusix M.O. Makaposa
n coaBT. (2009) mpu «MOMO3PUTENILHBIX» TTOKa3aTeNsIX
aHTeHaTaJbHON KapTtuotokorpaduu B 78,6% ciydaes
B IMTyMOBUHHOM KPOBU OTMeYaJiCsl HOpMaJIbHBIN YPOBEHb
JlaKTaTa, TOTAa KakK MpU COUYeTaHWU C 3a7epXKOoi pocTa
TUIOJa YacTOTa BBISIBIEHUS METa00JIMUEeCKOTO alluao3a
cpasy nocie poxaeHus gocrurana 80% [19]. H. Hamed
(2013) BBISIBUT KOPPESILIMOHHYIO 3aBUCUMOCTb MEXIY
HaJIMYMEM MEKOHHMS B OKOJIOTIJIOMHBIX BOJIAX, BBICOKOM
KOHIIEHTpalMel JaKkTaTa U HU3KOU OLEHKOW IO IIKa-
e Amrap [20]. B mrane cBoeBpeMeHHON TMAarHOCTUKU
WHTpaHaTaJbHOM TMITOKCUM TUTOAA, a TaKXKe CHUKEHMUS
YaCTOTBI M CTENEHU TSKECTHU TIepUHATATBHBIX TUTIOKCH -
yeckux nopaxenuii [IHC npencraBisieTcst akTyaabHBIM
JMaTbHENIINI TOMCK MHMOPMATUBHBIX MTPSIMBIX METOJI0OB
OLIEHKM COCTOSTHMSI TJIOJIa B pojiax.

Lens uccnenoBaHusi — OIlEHKAa IMAarHOCTUYECKOM
U TIPOTHOCTMYECKON 3HAYMMOCTH OTAETbHBIX MapKe-
pPOB MHTpaHATAJIbHON THITOKCUW MOHOIIEHHOTO TLIoAa
IIIST BBISIBIEHUST PE3ePBOB CHIDKEHUSI TUITOKCHYECKUX
nopaxenuii LIHC.

Matepuan n metoabl

ITpoBeneH cpaBHUTENbHBIN aHAIU3 aHaMHe3a, Teue-
HUs OEPEeMEHHOCTH U POAOB, Pe3yIbTaTOB IMCTOJIOTYE-
CKOro uccienoBaHus rnocjaenoB y 102 XeHInH, poropas-
pelIeHHBIX B 3KCTPEHHOM TTOPSIIKE TIPU CPOUHBIX poIax
MyTeM KecapeBa CeUeHUs 1O TTOBOY MPOTrpecCUpyomieit
WHTpaHATAJbHOW TUITOKCUM TLJIOAA WU €€ COYEeTaHMSI
C aHOMaJMsSIMU POJIOBOI NesSITeIbHOCTU. Bcem XeHIu-
HaM HaKaHyHe poJlopa3pelleHns BHIMOJHSIN KapauoTO-
korpaduto (KTT), yasTpa3BykoBble U JOMIIEPOMETPU-
YecKMe UCCIeI0BaHNS.

Tunokcwuto mioga B poaax ycTaHaBIMBAIM 110 PE3yJib-
tatam KTT, BeimosHeHHON B TuHaMKKe (3 Oajia 1 MeHee
no mkane U.C. Cugoposoii, 2005) [21], 1 HajmmunIo J1aK-
Tar-aumumo3a. Matepuaaom Uil OLIEHKM KHUCJIOTHO-OC-
HOBHOTO 0ajaHca M JJaKTaT-alua03a siBjsijlach aMHUOTH -
yecKasi JKUJIKOCTb, 3a00p 00pa3110B KOTOPOii MPOBOIUIICS
B MIEPBOM MEPUOJIE CPOYHBIX POJOB B 00beME HE MeHee
5 MJI C TIOMOIIbIO aMHUOTOMUU WJIM TIPU CITOHTAaHHOM
WU3JIUTUM OKOJIOTLIONHBIX BojA. KoHIeHTpaluio jiakrara
B 00pasiie aMHUOTUYECKON KUIKOCTU OMpeaessiu O1uo-
XUMUYeCKUM MeTogoM Habopom Fluitest® LA (Biocon,
ITepmaHust) Ha OMOXMMUYECKOM aHaIM3aTope KUHETH-
yeckoM ABx®xk-02 Ha minHe BoaHbI 550 HM. TTpuHIMn
MeToa OCHOBaH Ha (hepMEHTAaTHBHOW peaKIliU MpeBpa-
1eHus JlaktaTta B iupyBatT. [losyuuBinascst B pe3ysibra-
Te TIePEeKHCh BOMOpPOJA MCITOJIb30Balach B CJEAYIOIIEH
(epMeHTaTUBHON peaklnu, Jaloleil 1IBETHOEe OKpallu-
BaHue. JlakraToKcuaaza paciiernisijia JakTaT Ha mupyBaT
U MepeKuch BOAOpOAa, KOTopasi pearnponajia B IPUCYT-
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CTBUM TIEPOKCHIA3BI ¢ 4-aMUHOAHTUIIUPUHOM, 00pa3sys
KpacHbIi XWHOHWMWMHOBBIA KpacuTeib. BospacraHue
WHTEHCUBHOCTH OKPACKH OBLIO TTPOMOPIMOHATIBEHO KOH-
LIEHTpaLIN Y JIaKTaTa.

ITocKOMbKY KOIWYECTBO aMHUOTHUYECKOW KUIKO-
CTH MOXET 3HAYUTENIbHO Pa3InvaThCs Y pa3HbIX KeH-
IIWH, a TUITOKCUS TIJI0fa CITOCOOHA KaK MOBBIIIATH €
coJlepXaHue, TaK U CHUXaTh [22], a TakxKe MpuHUMAasI
BO BHUMaHME, YTO OCHOBHBIM MCTOYHUKOM aMHMO-
TUYECKOM XKUIKOCTHU SIBJISIETCSI ModYa TIoda, TO JJIst
KoMmeHcanuu 3¢pdeKTa pasBeIeHUsT MPOU3BOIMICS
rnmepepacyeT ColepXKaHMsI JJakTaTa Ha KpeaTUHUH — OC-
HOBHOW KOMIIOHEHT MOYM Ttoma. KpeaTWHWH ompe-
nensum ouoxummndeckuMm Habopom Kpeatnnumn OC
(«Ilnakon», Poccust) ¢ pa3BeneHueM aMHMOTHYECKOM
KMIKOCTU TUCTHJLTMPOBAHHOM BOAOW B COOTHOIIEHUM
1:49. TlpuHUMNO MeTola OCHOBAH Ha TOM, YTO B IlE-
JIOYUHOM pacTBOpe MUKpaTa KpeaTUHUH 00pa3yeT Kpac-
HO-OpaHXeBbI OKpallleHHBI KoMIUIeKC. M3MeHeHre
OKpacku 3a GUKCUPOBAHHOE BpeMsT OBLIO TTPOTIOPILINO-
HaJTbHO KOHIEHTpALIMM KpeaTMHUHA B 0Opa3slie.

MaremaTnueckyo oOpabOTKy MOJIyYEHHBIX Pe3yJib-
TaTOB WCCJIEIOBAHMS TIPOBOIMIN T10 OOIIETTPUHSATHIM
MeTOIaM BapuallMOHHOM CTaTUCTUKU Ha TIEPCOHAIEHOM
KOMIIBIOTEPE C TTOMOIIIBIO ITaKeTa MPOTpaMM MPUKIaTHOM
craructuku Microsoft Excel 2010, Statistica 6.1, Medcalc
(9.1.0.1). Knuauyeckyto nHGOPMAaTUBHOCTh IMATHOCTH -
YeCKOTO0 TeCTa KOHIIEHTPALIMY JTaKTaTa B aMHUOTHYECKOIM
KUAKOCTU olieHuBayM ¢ nomombio ROC-anammsa [23].
VYpoBeHb CTAaTUCTUYECKON 3HAYMMOCTU TIPU TIPOBEPKE
HYJIeBOI TUTIOTE3bl CYUTAIN COOTBeTCTBYIOMIMI p<0,05.

Pe3ynbTathl M 06cyxpeHue

B 3aBUCMMOCTHM OT TIepUHATAIBHBIX MCXOIOB TAllv-
SHTKH, POJOpa3pelieHHbIe B 9KCTPEHHOM TIOPSIKE ITy-
TEeM KecapeBa CeueHUsl, ObLIM PETPOCIIEKTUBHO pas/esie-
Hbl Ha J1Be rpynmbl. B 1-10 rpynny Bounuin 52 XeHIIMUHBI,
HOBOPOXJEHHbIE KOTOpbIX uMenn mopaxeHue [HHC
TUTTOKCUYECKOTO reHe3a; Bo 2-10 rpynny — 50 XeHIIWH,
Y HOBOPOXKIEHHBIX KOTOPHIX TUTIOKCUIECKUE TTOPAKSHUS
LIHC orcyrcTBOBaU.

CpeqHuil BO3pacT, TMHEKOJIOTMYECKUT U PENpoayK-
TUBHBI aHaMHe3 Y JKEHIIWH COIOCTaBJISIEMBIX TPYIIIT
obutn  uneHTU4YHbl (p>0,05). [lpu aHanu3e 4YacTOThI
U CTPYKTYPBI 3KCTPareHUTAIBHBIX 3a00JIeBaHUIN BBISB-
JIEHO, YTO MaTepPy HOBOPOKIECHHBIX, MMEBIIIMX THITOKCH -
yeckue nopaxeHnus:t LIHC, yvame (p<0,05) cTpamanu 3a-
6oJIEBaHUSIMU CepaeIHO-cocynucToir cucteMsl (75,0%)
10 CpaBHEHUIO C XXeHIIMHaMU 2-i1 rpymsl (40%) ripu oT-
CYTCTBUM pa3INuMii Mo APYruM HozosorusiM. CpaBHU-
TeJbHasl OllEHKAa TeYeHUsI OEPEMEHHOCTU Yy MalMeHTOK
JIBYX TPYIIT MPOIEMOHCTPUPOBAIA, YTO YTpo3a MpephiBa-
Hus (42,3 u 14%), B ToM 4mciie HauuHas ¢ | TpumMecTpa
(251 4%), recTo3bl cpemHeli crenieHn TsekecTh (26,9 1 4%)
U KJIMHUYECKUE TMPOSIBIEHUSI OCTPOIl peCrUpaTOpHOI
BUpPYCHO-0aKkTepranbHoi nHbekuun (40,4 u 16%) varie
ObLTY BBISIBJIEHBI Y XeHIIUH 1-1 rpynmsl (p<0,05).
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Pemnesa O.B. u coasm. l/lHTpaHaTaﬂbHaH TUITOKCHUS I101a: BO3BMOXHOCTH IUArHOCTUKM, PE3EPBBI CHUKECHM A YaCTOThI uepe6panbl—[b1x paCCTpOﬁCTB...

Taéﬂuua 1. BnomeTpnquKaﬂ U JonimjiepoMeTpuyeCKas OneHkKa (l)yHKl[PIOHaJ'[I:HOﬁ CHUCTEMbI MATb—IVIALCHTA—ILIOA HAKAHYHE POA0OB

Y JKeHIIUH ABYX rpynm, aoc. (%)

ITokazarenb

1-g rpynma (n=52)

2-4 rpymma (n=50)

Hapyirenue kpoBoToka:
1A crerrern

Ib crenenn

11 crenenu

MasnoBoaue
MHoroBoaue

3azepka pocTa Iioaa

10 (19,2) 6 (12,0)
16 (30,8)* 6 (12,0)
14 (26,9) 12 (24,0)
19 (36,5)* 8 (16,0)
19 (36,5) 16 (32,0)
12 (23,1)* 2 (4,0)

IIpumeuanue. * — p<0,05 o0 OTHOLIEHUIO KO 2-ii rpyIIie.

YV Bcex GepeMeHHBIX 3a 1—7 mHei 1o pogopaspelie-
HUs ObLIa TIPOBeJcHa KOMITJIEKCHAs OlleHKa (DYHKIINO-
HaJbHOTO cocTosiHMS Ttoaa (tabha.1). M3 tabn. 1 cie-
JIyeT, YTO YJBTPa3BYKOBbIe MapKephl mopaxeHuit [THC
TUMITIOKCUYECKOTo reHe3a (MajoBoaue, 3alepxKa pocTa
Iioga U reMoauHamuueckue HapyiieHus b crenenn)
vyame (p<0,05) BbIgBASLIMCH Y Marepeir 1-il rpymnmsbl.
ITpu s3ToM remogmHamMuyeckue HapyieHus I ctermenu
OJIMHAKOBO YacTO ObUIM AWArHOCTUPOBAHBI Y SKEHIIUH
obeunx rpynm (p>0,05). YMepeHHbIe HapyllleHUs peak-
TUBHOCTH CepIEeYHOro putMa mioga mo maHHeiM KTT
HakaHyHe ponoB uanie (p<0,01) nuarHoCTUpPOBAIUCH
y MaTepeil, KOTOpble POAWIN JeTeil ¢ TUIMOKCUYECKU-
mu nopaxenusmu LTHC (36,5%) no cpaBHeHUIO ¢ Ma-
nureHTKamMu 2-i rpyrmsl (18%). B 1utane peanmsanmu
runokcuueckux nopaxeHuit IHC Haubonee BbICOKYyIO
MPOTHOCTUYECKYIO IIEHHOCTD MOJIOXUTEIHLHOTO Pe3yib-
TaTta UMeJI0 HaJIMYKe y TIJI0J0B BHYTPUYTPOOHOM TUITO-
Tpoduu (86%), ymMepeHHYI0O — HapylleHHe KpoBOoOpa-
menus b crenenu (73%) n manosonue (70%).

Hasiee MBI TIpOAHATM3WPOBATY OATHHYIO OIIEHKY WH-
tpaHaranbHoi KTT, mocimyxuBiiyto rnmokasaHueM K Keca-
peBy ceueHM10. HecMOTpsI Ha TO YTO YacTOTa BhIPAXKEHHBIX
(57,7 n 38%) n ymepenHbIx (40,4 1 62%) HapylIeHUI pe-
AKTMBHOCTU CEPAEYHOTO PUTMa TUIOAOB Y POKEHUIL ABYX
rpyn Obuia uaeHTUYHOM (p>0,05), TOJBKO y MOJOBUHBI
HOBOPOXIEHHBIX B TIOCJIEAYIONIEM TTPOU30IIITa KIMHIYE-
cKasl peaju3alysl TUTIOKCUU B IiepeOpalibHbIe pacCTpoii-
cTBa. Y XEHIIMH 00eMX TPYIIT B KaXKIIOM TPEThEM ClTydae
HaOIoJAINCh aHOMAJIUM POAOBOM AesaTeabHOCTH (34,6
u 32,0% cootBeTcTBeHHO; p>0,05). OKONOIIOAHBIE BOMIBI,
OKpallleHHbIe MEKOHWEM, U3JIUBAJTUCh Y TTOJIOBUHBI JKeH-
IIWH, POAVBIINX JETe C TUTTOKCUYECKUMM TTOPAKEHMSI-
vu [THC (53,8%), uro ObI10 mocToBepHO vartie (y*=9,6;
p=0,0019) nmo cpaBHeHMIO C MallMEHTKaMM 2-f TPyMITbI
(22,0%). CnemyeT OTMETUTB, UTO Y KaXKIOM TpeThelt poke-
HULBI |- TpyNIbl MEKOHUI ObUT IYyCTON KOHCHUCTEHIIMU
MPU OTCYTCTBUM TaKOBOTO Bo 2-i1 rpymme (p<0,001).

MBI OLEHWIN TPOTHOCTUYECKOE 3HAYeHWE OTIEb-
HbIX MapkepoB runokcuu roaa (KTT, MekoHuii B Bogax)
J1s1 (DOPMUPOBAHUS TPYIITBI PUCKA TUITOKCUYECKUX TI0-
paxenuit [IHC y HoBopoxkneHHBbIX (puc. 1). OGHapyxe-

HUe BbIpaK€HHBIX HApYIICHUH CEPIEUHOTO pUTMa TII0/1a
npu uHTtpaHaTanbHoi KTT (2 Ganmna u MeHee 1o 1Kase
N.C. CunopoBoii) B OTHOILIEHWM TTPOTHO3a TMITOKCUYE-
ckux nopaxkenuii [IHC nmokazano HU3KYO YyBCTBUTEb-
HOCTb M TIPOTHOCTUYECKYIO IIEHHOCTb IMOJIOXUTETbHOTO
pesyiabrata. [IporHoctryeckasi IEHHOCTb HAJIMYUS Me-
KOHMSI BaAMHMOTUYECKOM KUIKOCTH B TJIaHE pean3aliuu
runokcndecknx Topaxenuit LHHC HoBopoxkmeHHOTo
Obl1a yMmepeHHoit (72%).

MpbI TipoaHaM3UpPOBaIM 3HAUEHUE OLIEHKU T10 IIKaJe
ATrap 151 MpOTHO3a MepUHATAIBHBIX TUTTOKCUIECKUX TT0-
paxenuii LIHC. Kak BunHO n3 TabJ1. 2, oligHKa T10 IIKaJe
Anrap <4 6a10B Ha |-l MUHYTE XKU3HU OTMEYAIaCh TOJIb-
KO y ieTeli, pOAMBILMXCS Y MaTepeit 1-il rpymibl, U coxpa-
HsuTach criyetst 5 MuH B 7,7% ciydaeB. Jletu, ponuBinmecs
y MaTepeil COMocTaB/sIeMbIX TPYIIl, Ha TEPBON MUHYTE
>KM3HU UMEJIV C paBHOM YaCTOTOM OLIEHKY 10 IIKaJie ATirap
5—7 6ann0B, OIHAKO Ha 5-i MUHYTE KM3HU Takas OlleHKa
coxpaHsutach vatie (p<0,05) Toabko y neTeit, MMEBIINX
BITOCJICAICTBUM rUTokcndeckoe nmopaxkenue LIHC.

YyBCTBUTENBHOCTb
80 58
60 o4
||
61 \ 62
nun cneunduyHoCTb
%2 78 v

——KTl 2 n <6annos —#—MeKOHUI B BOJAX

Puc. 1. NndopmatuBHocTs uHTpaHaTaapHoii KTT (mkana
N.C. Cunoposoii, 2005) 1 0Kpacku OKOJIOILIOAHBIX BO IS TPO-
THO32a runokcudeckux nopaxenuii [THC.
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Nakrat/kpeaTUHWH
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40

YyBCTBUTENLHOCTb, %

20 A

Mnowagpe nog ROC-kpuBoii = 0,787
CraHfiapTHas olwmbka = 0,0911
95%-pnoBepuTentHblii tHTepean = 0,600-0,915

Mpwr BeNuunMHe 0THOLWEHWUA NakTat/kpeaTuHuH > 0,06
YyBCTBHUTENLHOCTL = 69,2 %
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Puc. 2. YyBcTBUTEILHOCTD M CHIeNU(UIHOCTD ONpe/e/IeHusl JTAKTATa B AMHHOTHYECKOI JKHUIKO-
cTH (B MMOJIb/J HA 1 MKMOJIb/J1 KpEeATHHIHA) /IS IPOTHO3UPOBAHNS NEPUHATATIHHOTO THIIOKCH-

yeckoro nopaxenusi ITHC.

TskecTh M JUTMTEIBHOCTh THMITOKCUYECKOTO TTOBpe-
KIACHUS TII0JA  OMpPenessyInCh  (YHKIMOHATbHBIMHA
CIMTOCOOHOCTSIMU TUTAIEHTBI, O KOTOPBIX OOBEKTMBHO
MOXXHO CYIWUTh O WX MaTOMOPGOIOTUYECKUM XapaK-
TepucThKaM. B Tociemax matepeil, pOOWBIIUX JeTeit
C TUMTOKCUYECKUMHM TTOPaXKeHUSIMU HEPBHOW CUCTEMBI,
110 CpaBHEHUIO ¢ MOCJeaaMU MaTepeit 2-1 TPYIIbI Mpe-
obJylagajla XpoHMYecKass CyOKOMIIEHCMpOBaHHas ILjia-
lieHTapHass HegoctaTouyHocTh (38,5 m 12,0% cooTBeT-
crBeHHo; p<0,05). KommneHcupoBaHHass XpoHUYecKast
HEIOCTATOYHOCTh TUTAIIEHTHI BBHISBIISIIACH B TTOAABIISTIO-
meM OONBITMHCTBE ciaydaeB (74%) B TuiarieHTaxX KeH-
IIMH 2-i TPYNITBI U TOJBKO B '/, TIALeHT MaTepeit 1-i
rpynmsl (32,7%; p<0,05).

Hamu Oblnma wucciienoBaHa aMHUOTWYECKAsT KMII-
KOCTbh, TIOJTydeHHAsl B MEPBOM MEPHUOAE CPOYHBIX POIOB
y 36 XEHIIWH COMOCTaBISIEMbIX TPYITIT: 12 XeHIIWH 1-it
rpynmsl 1 24 keHuH 2-# rpynnbl. [Ipu nipoBeneHun
ROC-ananu3za ycnoBHoli rpanutieit (cut-off value), pas-
JIESIONIE POKEHUI] Ha TPYMIIbI, SIBUJACh KOHIIEHTpa-

st taktaTta 0,06 MMoTb/1 Ha 1 MKMOJIB/JT KpeaTUHUHA
[95%A1 0,600—0,915]. Ha puc. 2 BuaHo, uto B 69,2%
cIy9aeB B aMHUOTUYECKOM JKUIKOCTU MaTepeii, HOBOPO-
JKIeHHBIE KOTOPBIX WMEJU TMepUHaTabHOe TMOpakeHue
HHHC, uB 17,6% cny4aeB 6€3 TaKOBOTO JMArHO3a OTMeYa-
Joch oBbIIeHHoe (>0,06 MMoJTh/T Ha 1 MKMOJTB/TT Kpea-
TUHWHA) colepkKaHWe JlaKTaTa, yKa3bIBalolllee Ha yMe-
PEHHYIO YyBCTBUTEIIBHOCTD W BBICOKYIO CITELIM(UIHOCTD
JAHHOTO TUArHOCTMUYECKOTo Tecta. OrnpenesieHUe KOH-
LIEHTPpALINY JIaKTaTa B aMHUOTUYECKOM JKUIKOCTU B Tie-
pecueTe Ha KpeaTUHWH B KOMOMHAIIUHY C TTATOJIOTUYECKU -
mu pesyabratamu KTT, Bo Bcex ciydasx mocay>KMBIIMMUA
MoKa3aHWeM K abJOMWHAJILHOMY pOIOpa3pelIieHuIo,
MO3BOJIUJIO TIOBBICUTH CHEUM(MUIHOCTH JTMATHOCTUYE-
ckoro Tecta B 1,3 paza. [IpumeuarebHO, YTO yMEpEeHHbIE
KOHIIEHTpALIMM JIaKTaTa B aMHUOTUYECKON XMIKOCTU
(<0,05 mmonb/n makTtata Ha 1 MKMOJb/J KpeaTUHUHA)
KOppennpoBaan ¢ 0aUTbHOM OIIEHKOM Mo IIKajie Anrap
Ha 1-it (=0,28; p=0,043) 1 5-ii MUHyTax MocJjie poxie-
nus (r=0,27; p=0,049).

Tabauya 2. OnieHKa COCTOSHUS HOBOPOXKIEHHDIX 10 MIKAJIe ANrap y NaiueHToK CONOCTaB/IsAeMbIX rpymm, adc. (%)

OueHka 1o 1kasie Anrap

1-s1 rpynmna (n=52)

2-4 rpynma (n=50)

Ha 1-it MuHyTE XU3HU:
10—8 6amioB

7—5 6annoB
<4 Ganna

Ha 5-ii MuHyTE X1U3HU:
10—8 GaymoB

7—5 6annoB
<4 6amna

1(1,9) 6 (12,0)
44 (84,6) 44 (88,0)
7(13,5) 0
23 (44,2)* 37 (74,0)
25 (48,1)* 13 (26,0)
4(7,7) 0

Tpumeuanue. * — p<0,05 1Mo OTHOIIEHUIO KO 2-ii TpyIIIE.
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3aknovyeHue

Takum 06pa3om, B MaToreHe3e TMMOKCUYEeCKMX Iopaxe-
Huit [IHC y noHo111eHHBIX HOBOPOXKAEHHBIX, TIEPEHECIIINX
WHTpaHATAJIbHYIO TMITOKCHIO, TTOCTYKMBIIYIO TTOKa3aHUEM
K 9KCTPEHHOMY KecapeBy CEUEHMIO, UMeJia 3HAaUeHUe Xpo-
HUYecKasl TIalleHTapHasi HeJIoOCTaTOYHOCTh Ha (oHe cep-
JIEYHO-COCYIMCThIX 3a00JIeBaHUI MaTepu, TepMaHEHTHOMN
YIpo3bl TIpephIBaHUsT OepeMEHHOCTH, TECTO3a CPeHEN CTe-
TMEeHU TSDKECTH, OCTPhIX MH(MEKINIt 1 000CTpEeHUIT XpPOHU-
YeCKUX MH(EKIINI BEPXHUX IbIXaTeIbHBIX IyTeit. [mokcu-
yeckue nopaxeHust LIHC dopmupoBanuch Bo Bcex ciydasix
MpY pOXICHUN pebeHKa C OLIEHKOI 1o 1Kajie Arnrap <4
0aJIsIoB, a U OlIeHKe 5—7 0a/UT0B HEBPOJIOTMUYECKUI MPO-
THO3 ObUT COMHUTENbHBIM. boJiee MoJOBUMHBI TALMEHTOK
1-# rpymnmbl ObITM popopaspellieHbl MyTeM KecapeBa ce-
YEHUsI C OMO3JaHMeM, O YeM CBUIETEJLCTBOBAA OlIEHKA
no mkajie Anrap <7 6ajijIoB, KOTopast He oIpenesia Ha-
JINYMe HEeBPOJIOTUYECKMX HApYIIeHU Y HOBOPOXKIEHHOTO
B paHHEM HEOHATaJIbHOM MeproJie

buomerpuueckre M (PyHKIMOHAIbHBIE MapKepbl
TUTalleHTapHOW HEAOCTAaTOYHOCTU MMEIOT HU3KYIO YYyB-
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Bansinue peoJiorHyecKux CBOMCTB KPOBH HA MOKA3aTel 3X0KapaAuorpapuu
Y HOBOPOXK/IEHHbIX, EPEeHEeCHINX HePeOPATbHYIO HIIEMHIO

A.H. Y3ynosa, M.B. Hazaposea

IO>HO-YpanbCknii rocyapCTBEHHbI MEOULMHCKINI yHUBEPCUTET, HensabuHck

Impact of blood rheological properties on echocardiographic parameters in newborn infants
who have experienced cerebral ischemia

A.N. Uzunova, M.V. Nazarova

South Ural State Medical University, Chelyabinsk

TIpoaHaM3uPOBaHDBI APAMETPBI IXOKAPANOrpaduu HOBOPOKIEHHDIX, IEPEHECHINX epedpabHyro uiiemuio. IlanueHTs! ObLIN pas-
JieJieHbI Ha JIBe Tpynnbl: B 1-i rpynne BeJMYMHA reMaTOKpUTa KPoBu cocTasiisiia 30—50%, Bo 2-ii rpynne — 51—68%. Y nauuentos
2-ii Tpynnbl BBISBJIEHO YMEHbIEHUE JHHEHHBIX Pa3MePOB M 00bEMHBIX ITOKA3aTelieil JIEBOTO KeIyI0YKa, YTO MOKET CBHIETENb-
CTBOBATh O TEHJAECHIMH K YBEJHMYEHHIO PUTHIHOCTH M CHIKEHHIO KOHTPAKTHJIBHBIX CBOCTB MuoKapaa. IlojydeHHbie pe3yasTaThl
Y HOBOPOXKIEHHBIX, EPEHECHIMX IepedpaTbHYI0 HIIEMUI0 M UMEIOIINX MOKA3aTe/ I FeMAaTOKPUTA KpoBH 0oJiee 50%, MOKHO HHTEp-
NPeTHPOBATh KAK TOKJIHHIYECKHE MPOSIBICHUSI MHOKAPINAILHON TUCHYHKIMM.

Karoueevte caosa: HosopoxcoenHbie demu, yepedpanbHas uemus, 2eMamoxpum, MUOKapOUanbHas OUChHYHKUUs.

Echocardiographic parameters were analyzed in newborn infants who had experienced cerebral ischemia. The patients were divided
into 2 groups: 1) 30—50% packed cell volume; 2) 51—68% packed cell volume. Group 2 was found to have reductions in left ventricular
linear dimensions and volume indices, which might suggest that there was a trend for higher rigidity and lower contractility of the
myocardium. The findings of neonatal infants who have experienced cerebral ischemia and have a packed cell volume of more than

50% may be interpreted as the preclinical manifestations of myocardial dysfunction.

Key words: newborn infants, cerebral ischemia, packed cell volume, myocardial dysfunction.

MHome 3a00J1eBaHUsI HOBOPOXIEHHBIX B CBOEM
9BOJIIDIIMOHHOM Pa3BUTUU UMEIOT OCHOBY B BUJIE
HapylIeHUsT afarnTalul CepAeYHO-COCYIUCTON CUCTEMbI
MpU MiepexoTHOM (YHKIIMOHUPOBAHUM OT T10J1a K HOBO-
poxneHHomy [1]. CepneuHo-cocynucTasi cucTeMa yJyacTt-
BYeT BO BCEX allanTallMOHHO-KOMIIEHCATOPHBIX IMPOIIeC-
cax U SIBJISIETCS] MX YHUBEPCAIbHBIM peryistopoM [2, 3].
Oxokapauorpadust (OxoKI) — meronm umccienoBaHUs,
OCHOBaAHHBIII Ha CIOCOOHOCTH YJIbTpa3ByKa MPOHUKATh
B TKQHW OpraHMW3Ma M OTPaxKaTbCsl OT MOBEPXHOCTU pas-
JIMYHBIX CPE/l, UTO MO3BOJISIET B peaJiIbHOM MacllTadbe Bpe-
MEHHU TTOJIYYUTh UH(pOpMALINIO 0 MOP(OJIOTUM, KHHETHUKE
OTIIENBHBIX CTPYKTYP U BCEro cepjlia B LEJOM, a TaKXKe
OLICHUTH COCTOSTHME TeMOIUHAMUKM [4, 5].

OCHOBHBIM TOKa3aTejeM HaCOCHOW HesATeIbHOCTH
cepaua SIBISIETCS MOIIHOCTb CEPAEYHBIX COKpAIIEHUI.
Benuuuna cepnedyHoro BbIOpoca HOBOPOXKIECHHOTO 3aBU-
CUT TIPEMMYIIIECTBEHHO OT IMOCTHArpy3Ku, OOYCJIOBJIEH-
HO# TiepudepruecKuM COCYIUCTBIM COTPOTUBICHUEM
[6] 1 BSI3KOCTBIO KpOBU, KOTOpAsT OMPENeseTcsI, KpoMe
BCETro MpoYero, cojaepkaHueMm (POPMEHHBIX JIEMEHTOB
u 6enkoB [7]. [emaTOKpUT sIBIsIETCS OMHUM M3 OCHOB-
HBIX (haKTOPOB, OTMPENESIONINX BSI3KOCTh KpoBU [8].
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HopmanbHble 3HaueHUs] TeMaTOKpUTa, OIPEnessseMOro
KaK OTHOIIIEHWE CyMMapHOTO oO0beMa BceX (hOPMEHHBIX
3JIEMEHTOB K 00IIeMy o0bemMy KpoBu [9], y nmereit 0—7
CYT XU3HU COCTaBISAIOT 42—66%. TlomummreMust HOBO-
POXIEHHBIX, BO3HMKAIOIIAS IO MPUYMHE XPOHUYECKOM
BHYTPUYTPOOHOI TUTMOKCUHU, TATOJOTUYECKOTO TEYEHMUSI
nepuonaa ajanrtaiuu, aehulnTa XUIKOCTH, OOYCIOB-
JINBAIOIIETO, Hapsily CO MHOTMMM (paKTOpamu, TpaH3M-
TOPHYIO TIOTEPIO MepBOHAYaIbHOM MacChl Tejia, MPUBO-
IWAT K YBEJMYEHUIO ToKazaresiss rematokpurta [10, 11].
ITpu kMMHMYECKOM HAOJIIOIEHNM 32 3TOM KaTeropueit ra-
LIMEHTOB OTMeYaeTCsl TEHACHLIUS K 0oJiee MeIJIEHHOM T10-
JIOXXUTETbHON nuHaMuKe HapymieHHoi dyHkiuu LHC
Mo Mepe HapacTaHUs TeMaTOKpUTa, IToKa3aTeJIM KOTOPO-
TO He BBIXOJST, OJHAKO, 3a TIpeielibl (PU3M0I0TUYECKOM
HOPMBI JUISI IeTel JaHHOTO BO3pacTa.

Ilean» uccnenoBanusi: onpeneuTb BO3MOXHOCTH MH-
Tepripetaliui AaHHBIX DX0KI HOBOPOXIEHHBIX, Tepe-
HEeCHIMX 1epeOpabHyIO WILIEeMHUI0, C TIO3ULINI M3MEeHe-
HUS BEJIMYMHBI TeMaTOKPUTA KPOBU.

XapakrtepucTuka petei U MeToAbl UCCeaoBaHUS

ITon nabmomenneM Haxomuwinch 100 HOBOPOXIEH-
HBIX, B TOM uuciie 70 TOHOIIEHHBIX HOBOPOXKIEHHBIX
paHHEero HeOHaTaJbHOTO TEPUOa, TOCITUTATU3UPOBAH-
HBIX B HeBposiornyeckoe otneneHrne MBY3 JITKB No §
YenstOnHcKa U3 pOAMJIBHBIX JOMOB C TUArHO30M: Iepe-
OpanbHas uieMusi. Kputepum MCKITIOYEHUsI: BPOXKICH-
HbIe aHOMAaJIUK Pa3BUTHS, TSKeJIasi coMaThyecKast maTo-
JIOTHSI, POIOBasi TpaBMa.
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JIns yTOUHeHMsT TMarHo3a, KpoMe aHajau3a aHaMHe-
3a, OLIEHKW KJIMHWYECKUX JaHHBIX, ONpele/ieHUs HeB-
pPOJIOTMYECKOTO CTaTyca, BCeM TallMeHTaM TPOBEICHBI
nHcTpyMeHTanbHbie ucciaenoBanusi LHHC: Helipoco-
Horpadust (HCT), sxo-sHuedanockonust (DxodC),
YTO TIO3BOJIUJIO, B YACTHOCTH, MOATBEPAUTH (PaKT Ha-
VYU y HUX liepeOpanbHOil uieMuu. JlabopatopHoe
0o0ce0BaHNe BKJIIOYAIO OOIIEMPUHSTHIN HAOOp KJIU-
HUKO-OMOXMMUYECKUX UcCIenoBaHuit KpoBu. [Tokasa-
TeJIV TeMaTOKPUTA OTPEIeISINCh METOIOM MUKpOTeMa-
ToKpUTa (omnpenesieHue o0beMa YIJIOTHEHHBIX KJIETOK)
Ha aBTOMAaTHUYECKOM TeMaTOJIOTUYECKOM aHalnu3aTope
MEK-6400 \K (Admonwust).

Bcem meTsiM, BKIIIOYEHHBIM B MCCIIeIOBaHME, TIPO-
BeneHa OxoKI B B-, M- M momnmiaepoBCKUX pexXu-
Max (MMITyJIbCHO-BOJIHOBOM, HETPEPHIBHOBOJHOBOM
U 1IBETOBOM) Ha YJIbTPa3BYKOBOM ILIM(POBOM AMAaTHO-
ctnaeckoM ckaHepe MySono U6-RUS (Kopes). TTpu-
60pBI 000PYTOBAHBI CEKTOPHBIM U MUKPOKOHBEKCHBIM
naT9uKaMU C AUAITa3oHOM 4acToT oT 3 1o 8 MI1I.

HccnemoBanue MpOBOIMIN B TIOJOKEHUN OOCIIEmIye-
MBIX Ha CIIMHE C TPUMEHEHUEM CTaHAAapTHBIX IOCTY-
TTOB — JIEBOTO TTApaCTePHATBHOTO, alTMKATHbHOTO U CYOKO-
CTaJTbHOTO. B KaXXIOM M3 3TUX TOCTYIIOB IMOTyYald CPE3bI
O JJTMHHOW M KOPOTKOM ocsiM. OLEHKY CUCTOJINYECKOM
(yHKLIMU JIeBOTO Xeymodka TPOBOAMIM B M-pexu-
Me TI0 OOMICTIPUHSITON METOMUKE C OIpeNneIeHNeM KO-
HEYHOTO MHACTOJIMYECKOTO pa3Mepa JIEBOTO Keymouka
(KAP ), KOHEYHOrO CHCTOJMYECKOrO pasMepa JIEBOro
xenynouka (KCP ), KOHEYHOro IMaCTONMYECKOro 00be-
Ma sieBoro xenynouka (KO, ), KoHeuHOro cucrosmye-
ckoro obbema Jiesoro xenynouka (KCO ), koHeuHOro
JMACTOJIMIECKOTO pa3Mepa rmpaporo xenynodka (KAP ),
TTOJIOCTH JICBOTO TIpencepansi, dpakiuu BeIOpoca, dhpak-
LIMM YKOPOUYEHMUSI, yaapHOro oobeMa cepila — oobeMa
KPOBH, BBITOJIKHYTOM M3 JIEBOTO XKeJTyJIodKa BO BpeMs
cuctojibl [12]. PaccunTthiBasicst TakKKe yIapHBI MHIEKC —
OTHOIIICHUE YTAapHOTO o0bheMa cepilla K TUIOIIaau TIo-
BEPXHOCTH TeJa.

IMauueHTH! ¢ 1IepeOpaibHON UIleMUelt ObUTM pasne-
JIEHBI Ha JIBe TPYMIbI B 3aBUCUMOCTH OT BEJTWYMHBI Te-
MaTOKpUTa KpOBU: 1-10 Tpyrimy coctaBuin 44 pebGeHKa
¢ mokasaTtejieM remaTokputa 31-50%, 2-10 rpynmy — 26
HOBOPOXAEHHBIX CO 3HA4eHUeM TeMaTokputa 51—68%.
VY 30 mamueHTOB KOHTPOJbLHOW Tpynmbl (3-s1 rpymnma),
HEe WMEBIINX aHAMHECTUYECKUX, KIMHUYECKUX U WH-
CTPYMEHTAJIBHBIX TaHHBIX, CBUIETEIBCTBYIOIINX O Mepe-
HECEeHHO! IiepeOpadbHON WIeMUU, BEJIUYMHA TeMaTo-
KpuTa KoJiebasach ot 33,4—48,7%.

PesynbraThl ncciienoBaHuii 00paboTaHbl TP TTOMO-
M TMaKeTa MPUKIaaHbIX MporpamMm Statiatika 7.0 me-
TOIaMM HelapaMeTpUYecKoi CcTaTUCTUKU. Bce Beu-
YUHBI TIPEACTaBIEHbI KaK cpelHee * olMbOKa cpeaHeid.
TSI OIIeHKW JOCTOBEPHOCTHM PA3NIWYUil MCTIONB30BAIN
kputepuit ManHa—YutHu. Paznuuust cunuTaim cTaTUCTU-
YyecKu A0cToBepHbIMU 1pu p<0,05.
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Pe3ynbTathl M 06CcyxaeHue

B pe3ynbrare aHaiM3a aHAMHECTUIECKHMX TAHHBIX BBI-
SIBJIEHO, 4TO 56,1% HOBOPOXICHHBIX, TTEPEHECIINX Iie-
peOpaibHYI0 MUIIIEMUIO, OBLTU POXKIEHbBI OT TEepBOil Oepe-
MeHHOCTH, 35,7% — ot TpeTbeit u 6osee. [Tomapnsroniee
YUCIO XEHIIWH, JeTH KOTOPBIX MepeHecan 1epebpalib-
HYIO MIIEeMUIO, UMETU OTATOIIEHHBIN aKyIlIepCcKO-THHE-
KOJIOTMUECKUIA aHaMHe3 M COITyTCTBYIOIIYIO COMaTHYe-
CKYI0 MaToJIOTHIO. Y BCeX Marepeil JleTeil hcciemyemMon
TpyMIbl ObUTa AMATHOCTHPOBAaHA XpOHWYecKas (peTorna-
LieHTapHast HemocTtaroyHocTh. JuarHo3 OIII!'-recrosa
OblT TocTaBieH y 24% OGepeMeHHBIX. MHGbeEKIMOHHBIE
OCJIOKHEHMSI TMarHOCTUPOBaHBI y 72% keHmuH. Du-
3UOJIOTHUECKIE POIBI UMETN MeCTO y 65%, omnepaTuBHOE
ponopa3speleHue mposeaeHo B 35% ciyuaes. [Tatonoru-
YecKoe TeUeHUe POIOB 3apeTucTpupoBaHo y 64% Marepeit
OCHOBHOI Tpynmbl. [IpU3HakKyu HE3peOCTH K MOMEHTY
POIOB U 3aJepKKa BHYTPUYTPOOHOTO Pa3BUTHUSI OTMEUE-
HBI Y 15% HOBOPOXAEHHBIX C LIepeOpaTbHON UIIEMUEIH.
Macca nipy poXXIeHUHN y IeTeil aHaTu3upyeMOid TPyTITIbI
cocrapisuia ot 2500 no 4810 1, B rpymnme cpaBHEHUS] —
ot 2880 10 4200 1.

AHaIU3UPYys CEMEHBIN aHaMHe3 Y HOBOPOXKICHHBIX
nereil ¢ 1epeOpalbHON MIEMHEl, ClelyeT 3aMeTUTh,
yto y 17% nmMenla MeCTO OTATOIIEHHOCTh O CepAeYHO-
COCYIMCTOM matoioruu, u3 Hux y 42% (p<0,001) — mo Ha-
PYIIEHWIO pUTMa Ccepara.

YuutsiBasi TOT akT, yto TskecTh nopaxeHus LHTHC
y JeTeli MOXET OKa3bIBaTh BIWSIHUE Ha BBIPAXKEHHOCTH
HapyleHni (GYHKIIMA CePAeYHO-COCYIUCTON CUCTEMBI
[13], MBI TIpoaHATU3UPOBAIN KIMHUKO-MHCTYMEHTAJb-
Hble TIOKa3aTeIv, TOATBEepXKIAIONINe Haludue Lepe-
OpaJIbHOI WILIEMUU y JIeTeld OCHOBHOM Tpyniibl. KinmHu-
yeckue mposiBiieHust mopaxeHusi LIHC y nereit Obuin
pa3HOOOpa3HBEIMU. Y BceX HOBOPOXKIECHHBIX MMesla Me-
CTO TUTTOTOHUSI /WK aCUMMETPHST MBIIIIEUHOTO TOHYCA.
BropsiMu 1o wactote BctpeuaemocTtu (82%) ObUTM CUH-
JIPOM CPBITUBAHUN M «TYEUCTOCTH» KOXHBIX TTOKPOBOB.
[InaHo3 HOCOTYOHOTO TPEYrOJbHUKA OTMeYeH B 52% ciy-
yaeB, a cuHapom yraeteHust LIHC u cunapom rurepBo3s-
OyIMMOCTHU BBISIBISUTHCH Y 25 U 15% meteit naHHOM TpyTI-
bl COOTBETCTBeHHO. CYTOPOXHBINM CUHIPOM KaK OIWH
U3 KIMHUYECKUX MapKepoB TskecTu mopaxeHust [THC
3aperucTPUPOBaH y 2% HOBOPOXIECHHBIX.

ITo nanabM Dx0DC, 87% mauneHToB UMEIN ITPU3HA-
KU BHYTpUYEPETTHOM TUTIEpTeH3un, a 22% — coueTaHue
BHYTpHMUEPEITHOW TUTIEPTeH3UK U Thapornedanuu. Y 78%
HOBOPOXJIEHHBIX BbIsIBIeHBI oTKiIoHeHus: Ha HCI, mox-
TBEPXKIABIIIME TIEPEHECEHHYI0 BHYTPUYTPOOHYIO 10O
WHTpAaHATATbHYIO TUTIOKCHIO, B BUae TU(GMY3HBIX U3Me-
HEeHUIT MO3roBoii TKaHu (y 67%), oTeka ToJIOBHOTO MO3Ta
(v 7%), npusnakoB He3penoct LTHC (y 5%).

B pesynbrate KOMILIEKCHOTO oOclemoBaHus y 6%
JieTeil OCHOBHOM TPYIINbI ObUla MarHOCTUPOBAaHA liepe-

' OTIIT" — oTeku, MPOTEUHYPUsI, TUTIEPTECH3HUSI.
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Y3ynoea A.H. u coasm. BnusiHue peoiornieckyx CBOMCTB KPOBU Ha TTOKA3aTeIH 9X0Kaparorpahu y HOBOPOXKIEHHbIX, EPEHECIINX 11ePeOPATbHYI0 HIIEMUIO

Tab6auya. Tokazatemn DxoKI HOBOPOKIEHHDBIX, ePEHECIIHX IIEPEeOPATbHYIO HIIEMHUI0, B 3aBUCUMOCTH OT BEJIMYMHBI FeMATOKPUTA

kposu (n=100)

IMokazarenb 1-s1 rpynmna (n=44) 2-s rpymma (n=26) 3nopossie (n=30) P, Dy
KAP , cm 1,5740,05 1,4240,05 1,56£0,07 <0,05 <0,05
KCP_,cm 0,93%0,03 0,84%0,03 0,98+0,03 <0,05 <0,001
KIO, , mn 6,85+0,45 5,34+0,65 8,39+1,2 <0,05 <0,05
KCO, , mn 1,9240,13 1,6240,26 2,38+0,36
IMonocts JIIT, cm 0,77%0,02 0,78%0,04 0,83%0,02
KIOP ., cm 0,95%0,04 0,87%0,05 1,04£0,06 <0,05
OB, % 71,6x1,7 72,7+1,0 72,2422
DY, % 38,97+1,26 37,78%1,24 36,7£1,57
YO, mn 5,254+0,93 3,06+0,37 4,47+0,74 0,05 <0,05
YU, mu/m? 20,4+1,63 14,26+1,7 17,242,68 <0,05

Ilpumeuanue. JIT1 — neBoe nipeacepavie; JIZK-neBblit xxenymouek; [12K - mpassrii xerynouek; @B — dpakimst Beiopoca; Y — dpakiimst yKopo-

yeHus; YO — ynapHblii 00beM; YU — ynapHbIit MHIEKC.

OpanbHag wiiemust 1-it crerienu, y 91% — 2-ii cTeneHu,
vy 3% — 3-i1 crenieHu TsKecTH. TakuM 00pa3oM, TOIaB-
JIsito11iee OOJIBIIIMHCTBO COCTABWIIM MALIMEHTHI CO 2-11 cTe-
MEeHbIO 1IepedpaTbHON UIIIEMUMN.

ITpu cpaBHeHnn naHHBIX DXOKI BbHISIBIEHBI 0OCOOEH-
HOCTH WX B aHAJIM3UPYEMBIX TPYIINax JAeTell B 3aBUCUMO-
CTU OT BEJUYMHBI TeMaTOKpUTa KPOBU (CM. TaOJIMILY).
IMokazarenu OxoKI' y HOBOpOXIEHHBIX C 1IepeOpaibHOI
UIIeMUeil He3aBUCUMO OT BeJTMUMHBI FTeMaTOKpUTa KPOBU
HaXOJWJIMCh B TIpeJiesiax IOMyCTUMBbIX 3HAUEHU I 1U1s1 1aH-
Hoi1 Bo3pacTHo rpymibl [14]. [Toka3arenu y maliMeHTOB
¢ LepedpaibHON UIIEeMUE U 3HAUEHUSIMU TeMaTOKpUTa
kpoBu oT 31 10 50% (1-s rpyrmiia) He OTJIMYAIUCH OT Ta-
KOBBIX Y 3[I0POBBIX ICTEH.

C HapacTaHMEM BEJIMYMHBI TeMaTOKpUTa y TallMeH-
TOB 2-i TPYIIIBI OTMEUEHO YMEHBIIEHWE TaKUX JIMHEH-
HbIX niokasateneit, kak KJIAP , KCP , KIP . 3aperu-
crpupoBaHHoe cHkeHue KO = (00beM KpoBHU B JIEBOM
JKeJTyI0uKe B KOHEUHbII MOMEHT HaIlOJTHeHUSI B AUACTO-
JIy) MOXET SIBJISITbCSI CJIEZICTBUEM YMEHBIIEHUS JTIUHEH-
HBIX Pa3MEpPOB JIEBOTO XeJylouka cepilla, T.e. JJIMHbI
CapKOMEpOB CEep/IeYHOI MBIIILBI TIepe COKpalleHUueM
(cucronoit). IlonyyeHHbIe pe3yabTaThl MOTYT CBMIIE-
TEJIbCTBOBATh O CHVKEHUU TpeIHATPY3KM Ha Cepile W,
KakK CJeICTBUE, YMEHBIIEHUU MOIIHOCTH CEepAeYHOIO
cokpalleHus yepe3 MmexaHusMm ®panka—Crapannra [6].

IIpu aHanu3e BeIWUYMHBI yIapHOTO O0beMa U yaap-
HOTO MHEKCA BBISIBIEHO CHUXEHME 000UX MoKazaresei
Bo 2-1i rpymre aereii. JlaHHbIN (pakT Takke MOXET CBU-
JIeTeJIbCTBOBATh O TOM, YTO B CBSI3M C HApaCTaHUEM BeJv-
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JlnarnocTudeckoe 3HaueHHe NoKasareist Koousuma Q, B KpoBH y JeTei
¢ MHTOXOH/IPHAJIbHBIMH 3200JI€eBAHUSMHA

E.A. Huxonaesa, M.H. Xapabaoze, U.B. 3oakuna, T.E Kyaaeuna, T.H. Bacuna, C.H. Cmasuyesa,
I1.b. Ihaeosckuii, U.C. Mamedos, 11.B. Hosukos

OCI1 «Hay4yHO-1ccnenoBaTenbCKUm KNMHUYECKUIA MHCTUTYT neguatpun» FT60Y BMNO PHUMY nm. H.U. Mnporoea, Mockga,;
MeauumHckmin nHeTuTyT FBOY BIMO «OpnoBckuii rocyaapCTBEHHbIN YyHMBEpCUTeT»; MeamumHckasn nabopatopust OO0
«Xpomcuctemcslab», Mocksa

Diagnostic value of blood coenzyme Q,, levels in children with mitochondrial diseases

E.A. Nikolaeva, M.N. Kharabadze, 1.V. Zolkina, T.E. Kulagina, T.N. Vasina, S.N. Stavtseva,
P.B. Glagovsky, 1.S. Mamedov, P.V. Novikov

“Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University”, Moscow; Medical
Institute, “Orel State University”; OO0 “ChromsystemsLab” Medical Laboratory, Moscow

C 1enbio yCTAHOB/IEHHS IMATHOCTHYECKOMH 3HAYMMOCTH M3MEeHEeHHs NT0Ka3aTe1s KooH3uMa Q, MpoBe/ieHo HeeeJ0BaHIE ero YPOBHS
B KpoBH y 15 1eteii ¢ MUTOXOHApUAIbHbIME 3a00aeBanussvu (1-s1 rpynna). Ipynmny cpaBnenusi cocraBiwm 13 nereii ¢ Heiipozere-
HepaTHBHBIMH 3a00/ieBaHusAMH (2-5 rpynna). B KOHTposbHYI0 Ipynmy BouLiM 29 3110pOBBIX JieTeil aHAIOrHYHoro Bospacra. Cpen-
Huii yposenb Kodn3uma Q, B 1-ii rpynne aereii (0,5610,06 Mkmob/1) He OTIMYAJICS OT 3HAYEHMIA KOHTPOJIbHOM rpynnbl. OnHako
Y 3THX NAIMEHTOB ObLIO 3HAYMTENILHO CHIKEHO OTHOLEeHHe Koon3um Q, /xosectepun (0,10+0,01; p<0,001). Y GobHbIX cTapmei
BO3PACTHOII MOATPYNNbI ONpeNesANcs I0CTOBEPHO Oo/iee HU3KHMI yPOBeHb KO3H3MMa Q,, UTO, MO-BUAMMOMY, OTPAKAET Nporpec-
cHpYIOImMii XapakTep narojorni. OTMeueHa TeHIeHINs K CHIDKEHHIO ¢ BO3PACTOM OTHOLIEHHSA KOdH3uM Q, /XosecTepun. ¥ neTeii
2-ii rpynnbl BISIBIEHO OoJsiee BLICOKOE coepkanue Koonsuma Q B kposu (1,53£0,23 mxmounn/a1; p<0,001), yem B 1-ii rpynmne,
W OBbIIEHHe OTHOIEeHUs Koon3num Q, /xosectepun (0,3110,04 Mkmons/n1; p<0,001). PekomenayeTcs Npoao/IKUTL HCCIEJ0BARUS
VISl YCTAHOBJIEHUS] 000CHOBAHHOCTH MCIOJIb30BAHMS HU3KUX MOKA3aTeseil KOOH3UMA KaK JONOJIHUTEIbHOro Kputepus anddepen-
HUAJIBHOI TUATHOCTHKH MUTOXOHIPUAJILHBIX 00JIE3HEIA.

Karoueswte croea: demu, mumoxonopuanvruvie 60ae3Hu, HelipooeeeHepamueHble 60ae3HU, KooH3uM Q. , Xonecmepur, OUAZHOCIMUKA.
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To establish the diagnostic value of a change in the indicator coenzyme Q,, its blood levels were tested in 15 children with mito-
chondrial diseases (Group 1). A comparison group consisted of 13 children with neurodegenerative diseases (Group 2). A control
group included 29 healthy children of the same age. In Group 1 patients, the mean coenzyme Q, level (0,5610,06 mcmol/1) did not
differ from that in the control group. However, these patients had a considerably lower coenzyme Q, /cholesterol ratio (0,10+0,01;
<0,001). The patients in the older age subgroup were found to have a significantly lower coenzyme Q, level, which seems to reflect
the progressive nature of the abnormality. There was a trend for the coenzyme Q, /cholesterol ratio to decline with age. Group 2 chil-
dren had higher blood coenzyme Q, levels (1,53+0,23; p<0,001) than Group 1 and an increased Q, /cholesterol ratio (0,31£0,04;
p<0,001). It is advisable to continue the investigation to provide a rationale for using low coenzyme values as an additional criterion
for the differential diagnosis of mitochondrial diseases.

Key words: children, mitochondrial diseases, neurodegenerative diseases, coenzyme Q. , cholesterol, diagnosis.
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MI/ITOXOHJIDI/IEU[I)HBIC Oosie3HU — OoJblliasi reTe-
poreHHasl TpyrIa IaTOJOTrMYeCKUX COCTOSIHUIA,
B OCHOBE KOTOPBIX JIeXKaT T'€HETMYECKU IETePMUHUPO-
BaHHBIE PacCTPOMCTBA KJIETOYHOM OMosHepreTuku [1, 2].
3aboneBaHusl, KakK TIPaBUJIO, TPOSIBISIIOTCS TSKEIbIMU
HapylIEeHUSIMU HEPBHOM, MBIIIEYHOM, CEpAECYHO-COCY-
JIUCTOM, DHIAOKPUHHON CHUCTEM, ITOpPaKEHUEM OpraHoB

qyBCTB. JIMarHoctrka 1 quddepeHImanbHas IMarHoCTr-
Ka MUTOXOHIIPHAITbHBIX OOJIe3HE 3aTpyIHEeHa, YTO CBsI3a-
HO C pa3HOOOpa3neM 1 HEIOCTATOUHOM CIeM(UIHOCTHIO
KIMHUYECKUX TIPU3HAKOB, CXOICTBOM HaOJIIOIaeMbIX
CUMIITOMOKOMIUIEKCOB C TIPOSIBIEHUSIMU 3a00JIeBaHUIA
WHOTO TIPOUCXOXICHUST — HelpoaereHepaTUBHBIX, HEPB-
HO-MBIIIEYHBIX, O0OJIe3HE COEOUHUTENIBHONW TKaHMU.

© KonnekTtune aBTopos, 2015

Ros Vestn Perinatol Pediat 2015; 5:71-75
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JInst yryqiieHust AMarHOCTUKY TTPETOKEHO UCITONh30BaTh
JMMAarHOCTUYECKUE KPUTEPHUU, B TOM YKCIIe KIMHUYECKUE,
MeTabOoJNYECKIUE, MOJIEKYJISIPHO-TEHETUYECKHE 1 JIP.

Mertabonuyeckre HapylleHus, HabJogaeMbie y Ta-
IIMEHTOB C MUTOXOHIPHUATbHBIMU  3a00JIeBaHUSIMU,
B OCHOBHOM TIPOSIBJISTIOTCSI TUTIEPJIAKTAT- U THIEPIIUPY-
BaTtalMaeMueit, MeTaboINYeCKUM alua030M, KEeTO30M,
YCWJIMBAIOIIMMCS TIOCJIe MpueMa YIJIeBOJ0B, OpraHuve-
CKOW aluaypueii ¢ MOBBIIIEHHON dKCKpeluein MeTabo-
ymToB ukiaa Kpebca, mnkapOOHOBBIX KMCIIOT, 3-METHJI-
[JIyTaKOHOBOM KMCJIOTHI. B mocienHue roasl oOpalieHo
BHUMaHHWeE, YTO MUTOXOHIpPHAbHBbIE SHIIe(haTOMUOTA-
TUU HEPEIKO COUeTalTCsl C HU3KMM YPOBHEM KOH3MMa
Q,, B KPOBH 1 MBILIEYHO# TKaHU [3].

KosHsum Q,, — GUOIOTMYECKM aKTUBHOE COEMHEHUE
U3 TPYIIITH YOUXMHOHOB, BXOIUT B COCTAB OMOJIOTMYECKUX
MeMOpaH, CYIIECTBYEeT B OKMCIEHHON (YOMXWHOH) U BOC-
CTaHOBJIEHHO! (youxuHon) dopmax [4, 5]. Kosnsum Q,
CITY>KUT OJHUM M3 OCHOBHBIX KOMITOHEHTOB 3JIEKTPOHHO-
TPaHCTIOPTHOI 1IeTT MUTOXOHIPHIA; B (popMe YOMXMHOHA
BBITIOJTHSIET POJIb TIEPEHOCUYMKA 3JIEKTPOHOB OT KOMILIEKCa
I (HAIH-xo3H3uM Q-0oKcupopenykrasa) 1 OT KOMILUIeKca
IT (cykumnataeruaporeHasa) k komrekey [ (koaH3uM-
Q-1uroxpoM c-okcumopenykrasa). [Ipu 3tom mpowucxo-
AT 0Opa30BaHUE BOCCTAHOBJIEHHOU (hOpMbI — YOUXUHO-
n1a [5, 6], KOTOpBIiA, SIBJISISICH MOLIIHBIM aHTUOKCUIAHTOM,
OKa3bIBaeT MPOTEKTMBHOE [EWCTBME Ha OMOJIOTMYECKHe
MeMOpaHBI, PeryJupyeT X MPOHUIIAeMOCTh, MHTUOUPYET
MEePOKCUIALINIO JIMTIOTIPOTEUIOB TIJIa3Mbl KPOBU, 00ecte-
YMBaeT BOCCTAHOBJIEHNE aKTUBHOCTH ToKodepoda [7, 8].

B opranusme mileKONMUTAIOIIMX HauOOJIbIlIee KOJM-
4ECTBO KOH3UMa Q) COIEPKUTCS B CEPAEUHOM U CKe-
JIETHOM MbIax. Byayuyn mumoduibHBIM, B KPOBSTHOM
pyciie KO3H3uM Q, HaXOAMUTCA B COEAMHEHUU C JIUIO-
MPOTEMHAMU U XOJIECTEPUHOM. Y 3I0pPOBBIX JIUIL B ChI-
BOpOTKE/TUIa3Me KPOBU U B MBIIILAX COlepKaHue yOou-
XMHOHA IMPOKO BapbuUpyeT. Y B3pOCIBIX €ro YpOBEHb
B KpoBu cocTasisier 0,5—1,7 mkMoib/i1. OTHOCUTETBHO
neTeil — cBeIeHUs IIPOTUBOPEYNBHI |5, 8, 9].

Kak nmokaszanu uccienoBaHusi, HU3KWI ypOBEHb KO3H-
3uMa Q,; B TUTa3Me M TKaHAX OMPENENAETCS MPK MpHeEMe
psina JTeKapCTBEHHBIX MperapaToB (HalpuMep, CTaTUHOB),
a TakKe MIPU HEKOTOPBIX 3a00JIeBaHUSIX, B OCHOBHOM Y JIUI]
cTapIero Bospacra — 6ose3nsx [lapkuHcoHa 1 Aybireii-
Mepa, aTepockiepose, OO0JIe3HSIX CepAeuHO-COCYIUCTOM
CHUCTeMBbl, caxapHoM nuabete u aAp. [1pu HacIeACTBEHHBIX
3a00JIeBaHUSIX y JeTeil BbIAEICHBI (POPMBI MTEPBUYHOTO
neduumra KosH3uMa Q,), OOYC/IOBIEHHbIE AedeKTaMu
ero ouocuHTe3a (Myrauuu reHoB PDSSI, PDSS2, CoQ2,
CoQ6, CoQ9, ADCK3). D1 3a601€BaHUST BXOIAT B IPYITITY
MUTOXOHJIpUAIbHOM marosoruu. Kpome Toro, Hemocra-
TOYHOCTb KO9H3MMa Q,, IPU3HAHHAs BTOPUYHOIA, BBISB-
JIeHa y TIallMeHTOB ¢ MeBaJIOHOBOM attuaemueii (reH MVK),
rayTapoBoii auuaemueii 2-ro tuna (ren ETFDH), arak-
CHEe-OKYJIOMOTOpHOI arnpakcueid 1-ro Tuna (reH ARTX),
CEPIEYHO-KOXHO-JTMLIEBBIM CUHAPOMOM (reH BRAF),
atakcueir @puapeiixa (reH FXN), muomuctpodueit JIio-

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

meHHa (reH DMD) v MUTOXOHIPUAIbHBIMU OOJIE3HSIMU,
TreHe3 KOTOPBIX He CBSI3aH C HapylIeHUsMU OMOCUHTE3a
kosH3muMa [10—14]. Tak, o CHIDKEHMU TTOKa3aTesIsT KODH-
3umMa Q,; B KPOBU M MBIIILIAX Y YACTH GOTBHBIX C MUTOXOH-
JIpYAIbHOM TIaTOJIOTHEH, aCCOLIMMPOBAHHOM C MyTalIUSIMU
u neneuueit muroxonapuanbHoii JIHK coobmmnu S. Zierz
u coaBT. (1989) [26], T. Matsuoka u coasrt. (1991) [15, 16]
W psif Apyrux aBTopos [17—20].

Jlnst BbIsiBleHUs AepuLUTa KO3H3UMa Q,  MCIOJib-
3YIOT OTpe/e/IeHUEe ero YpoBHS B OMOJIOTUYECKUX KU~
KOCTSIX (TUTa3Me WJIM ChIBOPOTKE KpOBM), (prbpobdacTax
U MblllIeyHON TKaHU. OIHAKO Ha cofepKaHUe TOro Be-
11IeCTBAa B KPOBU BJIMSIET MOCTYIIJIEHUE JIMTIUIIOB C MUIIEN
U CBIBOPOTOYHBIN YPOBEHb XOJECTEPUHA, B CBSI3U C 9TUM
MPEeIOKEHO OTIPeNe/ITh OTHOIIIEHUE TToKa3aTesl KO3H-
3uma Q,; K YpOBHIO xojiectepuHa [8, 10].

Llenb viccaenoBaHus: ornpeesieHne COfepKaHUs KO-
oH3nuMa Q) B KPOBM y [IETEH C MUTOXOHIPUATHLHBIMU 3a-
0oJIeBaHUSIMU M YCTAHOBJIEHUE TMArHOCTUYECKON 3HAUM -
MOCTH JAaHHOTO TTOKa3aTesl.

XapakTtepucTtuka petei u MeToAbl UCCNeAoBaHUS

B cnenmanm3aupoBaHHOM TEHETUYECKOM OTAEICHUN
HUWKMH nenuatpun mpoBeneHO KOMIUIEKCHOE 00cenoBa-
Hue 15 mereit (1-s1 Tpymma) B Bo3pacte oT 1 roma mo 16 jer
(cpennuit Bo3pact 8,5+1,4 roma) ¢ MUTOXOHAPUATBHBIMU
3a0oseBaHusIMUA. COOTHOIIIEHUE MaJTbYMKU: JEBOYKU —
2:13. 'V 9 nereit 3a00eBaHMsI OB OOYCJIOBJIEHbBI Aejie-
LUSIMA VUM TOYKOBBIMU MYTallUSIMU MUTOXOHAPUAITb-
Hoit [IHK: y 3 mamueHTOB AMarHOCTUPOBAH CUHAPOM
Kepnca—Ceiipa (kpyrHas aeneiysi MUTOXOHIpUaTbHOMN
NAHK), y 2 — MuToxoHapuanbHasi 3HLEe(haTOMUONaTUs
¢ THMpPaMUIHO-3KCTPANTUPAMUIHBIM CUHIPOMOM (TeH
NDI), y 2 — MuTOXOHIpuaibHas 3HUedaToMUona-
™M1 ¢ Kapauomuonatuein (reH MTTK), y 1 — cunapom
MELAS (reu MTTLI),y 1 — cunapom JIu (reH ND3). Y 6
JeTeil TMarHOCTUPOBaHBI MUTOXOHIPHUATbHBIE OOJIE3HU
SIIEPHOTO TIPOUCXOXIEHUS: Y 3 — JIeliKoaHI1IehaionaTust
¢ TopaXeHWeM CTBOJIa MO3ra, CITMHHOTO MO3Tra W T0-
BBIIIEHHBIM YPOBHEM JIaKTaTa B MO3TOBOM TKaHW (TeH
DARS2), y 2 — cunnpom Jlu (ren SURFI), y 1 — muto-
XOHIpUasibHasl 3H1Ie(haTOMUONATHSI C Pe3KOH 3a1epKKOM
¢usnueckoro pazsutus (reH NDUFBY).

Ipynny cpaBHeHust (2-s1 rpynmna) cocraBuiu 13 gerei
B Bo3pacTte oT | roma mo 15 et (cpenHuii Bo3pacT 6,4+1,3
rojia) ¢ HelipoJereHepaTUBHLIMU 3a00JIeBAHUSIMU, B TOM
YHUCJie ¢ HeMPOHAIbHBIM LIEPOMIITUITO(PYCIIMHO30M, CHa-
JIUI030M, JIMUJENCHUE, TPOTPECCUPYIONIEN aTaKCUe.
CooTHoNIeHUE MaJbuuKU: AeBOYKU — 4:9. B KOHTpOJIb-
Hyto rpynny (3-s1 rpymnmna) Bouuiu 29 300pOBbIX AeTel
B Bo3pacTte oT | roma fo 16 et (cpennuii Bo3pact 7,4+0,8
roja), TpOXOAUBIINX MJIaHOBOE obcienoBanue B LieHTpe
310poBbs [leTcKoii 001acTHO KIMHNYECKON OOJIbHUIIBI
um. 3.1. Kpyrnoii . Opna (rmonyyeHo nHGOpMUpPOBaH-
Hoe cortacue poauteseit). COOTHOIIEHUE MaJlbuUKU:
neBoukn — 16:13. CpeaHuii Bo3pacT JAeTeil Tpex TPy
CTATUCTUYECKH JOCTOBEPHO HE Pa3INIaCs.
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Hukonaesa E.A. u coasm. HI/IaI’HOCTI/I'-ICCKOC 3HAYCHME ITOKa3aTEIsdd KOOGH3UMa QIO B KpOBHU ylleTCfI C MUTOXOHIPHUATbHBIMH 3a00J1€BaHUSIMU

O06cnenoBaHue OOJBHBIX TIEPBBIX ABYX TPYITII BKIIO-
JaJio0 KOMIUIEKC KIMHUYECKUX (aHaJTu3 POMOCIOBHOM,
HEBPOJIOTMYECKOE, KapAWOJIOTUIecKoe 00OcienoBa-
HUE U Ap.) U OMOXMMUYECKUX METOMOB. Y BCex NeTeit
OTIpeNeNsTM YPOBEHb KOSH3MMa QB IIa3Me KPOBM
METOJIOM BBICOKOA((HEKTUBHOM XUIAKOCTHOW XpoMa-
Torpacum ¢ JAeTeKTupoBaHueM B Y®-nmamasoHe (Xpo-
matorpad Shimadzu Nexera LC-30) u conepxkaHue
XOJecTepuHa B KPOBU (POTOMETPUYECKUM METOIOM
(anammzarop Konelab Prime 60i) ¢ mocnenyrommnm BbI-
YUCIEHWEM OTHOLIEHMS KO3H3MM Q, /XOJecTepuH.
JAHK-nuarHoctuka 3abojieBaHuii ObliIa IPOBeIeHA B Jla-
Ooparopuu Oose3Helr oOMeHa BelecTB (pyK. — I.M.H.,
npod. E.FO. 3axaposa) MI'HL[ PAMH.

CraTuctrueckyro o0pabOTKY TOJYYeHHBIX KOJIMYe-
CTBCHHBIX NAHHBIX OCYIIECTBIISTM Ha TEePCOHATHLHOM
KOMIThIOTEpE C TIPUMEHEHUEM METOIOB BapHaIlMOHHOMN
CTaTUCTUKU W KOPPEISIIMOHHOTO aHam3a. Mcronp3oBa-
JIV CTAaHIAapPTHBIE MTAKeThl CTATUCTIUYECKUX TIpOrpamMm Sta-
tistica, Excel 7,0. OnpenesleHne CTaTUCTUIECKON 3HAUM -
MOCTH TIPOBOIVIIH TIO #-KpuTepuio CTHIOACHTA, Pa3TUIUSI
CYUTAJIA CTATUCTUYECKU 3HAUMMBIMU T1pH p<0,05.

Pe3ynbratbl

Conepxanue kosH3MMa Q,, B KpOBU y neTeid 1-i
TPYIIIIBI, CTPagABIINX MUTOXOHIPUATBLHBIMU OOJIE3HIMU,
coctaBuio 0,563+0,06 MKMOJIB/JT U HE OTJIMYAIOCH OT TTO-
KazaTessT B KOHTPOJIBHOM TPYTITe, HO OBUIO JOCTOBEPHO
Huke (p<0,01), yem y neteii 2-ii rpynIibl C HEWpoaAeTeHe -
paTuBHbIMU 3a00JeBaHUsIMU (Tab. 1). ¥ neteit 2-it rpymn-
bl TaHHBIM TokazaTtenb (1,53+0,23 mMkmonb/a) cyiie-
CTBEHHO TpeBbIIIAJl TAKOBOU y 3M0poBhIX AeTeit (p<0,01).

YpoBeHb XoJiecTeprHa B KPOBU Y OOJBHBIX 1-i1 1 2-ii
TPYII OBbLIT TOCTOBEPHO BbILIE, YeM y 310poBbIX (p<0,01).
OtHolleHne KOSH3UM Q, /XONIECTEPUH ObLIO PE3KO Ha-
PYILIEHO IO CPaBHEHWIO C TAKOBBIM Y 3IOPOBBIX HeTeit
(cm. T1a6m. 1). Ilpu MUTOXOHAPUATHHBIX 3a00JIEBAHMSIX
BBISIBJICHO 3HAUYMMOE CHIDKEHUE YKa3aHHOTO Ilapamerpa
(0,10+0,01; p<0,001), mpu HelpoaereHepaTUBHBIX 3a-
OoneBaHusIX — cymiectBeHHoe rmoBbieHue (0,31+0,04;
2<0,002).

st TIpoBeleHUST aHA/IM3a WCCIIEMyeMBIX TIOKa3aTe-
JIeil y neteid pa3HOTO Bo3pacTa B KaXIoW Tpyrie Obuiu
BBIIIEJICHBI TIOATPYIIIIHI IeTel B Bo3pacte 1—5 n 6—16 et
(Tabn. 2). Y 3nopoBbix aereii (3-s1 rpymnmna) CBSI3aHHbBIX
C BO3PACTOM pas3IM4Mii BBISIBJICHO HE ObLIO.

VY GoNbHBIX CTapllliero Bo3pacTa, CTpaJaBIIUX MUTO-

XOHIPUATBHBIMU 3a00JIEBAHUSIMU, COEPXKaHNEe KOIH3U-
Ma Q,; B KpOBH OBUIO IOCTOBEPHO HIKE, YEM B MJIaIIEH
noarpymnre (p<0,05), 1 TOCTOBEPHO OTIMYAIOCH OT €ro
YPOBHS y AeTeil Toro xe Bospacta 2-il (p<0,001) u 3-it
(p<0,05) rpynm. Kpome Toro, otMeyeHa TeHAeHII1s K 060-
Jlee HU3KOMY YPOBHIO XOJieCTepMHa U 0ojiee HU3KOMY
OTHOIIEHUIO KOSH3MM Q, /XONeCTePUH y OONBHBIX CTap-
mero Bo3pacta. MccinenoBanue KOppesssiiIMOHHBIX B3au-
MOCBSI3eil TTOKa3aJio OTPHIATENIEHYIO KOPPEIALMOHHYIO
3aBUCUMOCTh COIEPXaHUs B KPOBM KOSH3MMa Q| 1 XO-
JlecTeprHa OT Bo3pacTa y jaereil aroii rpymnmbl (r=—0,52
un r=—0,45 cooTBeTcTBeHHO; p<0,05).

B rpynme neteit ¢ HelipomereHepaTUBHBIMU 3a00-
JIeBaHUSIMU HaOJTI0AaIach TPOTUBOIIOJIOXHAS TEHICH-
1y K Goiee BBICOKMM TTOKA3aTessM KOdH3uMa Q, , Xo-
JleCTeprHAa U MX COOTHOIIEHMS y TAIlMEeHTOB cTapliei
noAarpynmsl (cM. Tabs. 2). DT BO3pacTHBIE pa3IMYUsI
HEOCTOBEPHBI, MO-BUAMMOMY, B CBSI3M C HEOOJBIINM
KOJIMYECTBOM OOCJICIOBAHHBIX. YCTaHOBJIEHA TTOJIOXKM-
TeNbHas KOPPENALNA YPOBHA KOoH3MMa Q) M XonecTe-
puHa B kpoBu (r=0,66; p<0,05), Kpome TOro, yKa3aHHbIE
TapaMeTphbl TTOJIOKUTEIEHO KOPPETUPOBAIH C BO3PACTOM
6osbHBIX (=0,37 1 r=0,41 coorBeTcTBeHHO; p<0,05).

CpaBHeHMe M3YUYEHHBIX TTOKas3aTesiell y JeTeil ¢ Mu-
TOXOHIPUATBLHBIMU 3a00JI€BAaHUSIMUA, OOYCIOBICHHBIMU
MyTaLUSIMU MUTOXOHIPUATBHOM (n=9) 1 simepHOli (n=6)
JHK, He BoIsiBUIIO pa3nuuuii. [To Bo3pacty 3Ty moarpyr-
IThI TOCTOBEPHO HE pa3InyaiuCh.

OO0cyxaeHue

Kaxk mokazanu npoBeneHHbIE MCCIENOBAaHUS, CPEl-
HUii ypOBEHb KO3H3UMa Q| B IPYIMIIE AETEA ¢ MUTOXOH-
NpYajibHBIMU 3a00JIEBAHUSIMU HE OTJIMYAJICS OT 3HAYCHU I
KOHTpOJbHOM Tpynmbl. OMHAKO 3TUM TaireHTaM ObLIo
CBOMCTBEHHO 0o0Jiee BHICOKOE CO/iep>KaHUe XOJecTepruHa
M, KaK CJIEJICTBUE, ObLJIO 3HAYMTEIbHO CHUXEHO OTHO-
LIEHHEe KOSH3UM Q, /XonecTepuH. Y GOJMbHBIX CTapuiei
BO3PaCTHOI MOATPYTIIIBI OTIPEAEIISICS TOCTOBEPHO OoJiee
HU3BKWIi ypOBEHb KOSH3MMa Q,, UTO, Ha Halll B3IJIsA, OT-
paXkaeT TIporpeccupylolnii xapakrep rnarojaoruu. OTMme-
yeHa TeHJIeHMs (0e3 JOCTOBEPHOTO pa3inyus) K CHUXe-
HUIO C BO3PACTOM OTHOLIEHUS KOSH3UM Q) /XONIECTEPHH.

V nereit ¢ HelipoaereHepaTUBHBIMU 3a00JIEBAHUSIMUA,
HE CBSI3aHHBIMU C TIEPBUYHON MUTOXOHIPUAIBHOM THC-
¢dyHK1IMEH, ypoBeHb XoJjiecTeprHa (Kak U B 1-ii rpymrie)
MpeBbIIaN MokKasaTean y 3M0pOBBIX JeTeid. PesynbraThl
OCTaJIbHBIX MCCIENOBAaHUI pPe3KO OTJIMYAIUCh OT Ta-

Tabauya 1. Tlokasarenn kosnzuma Q) u xosectepuna (M=m) B KpoBu y 00C/I1€I0BAHHBIX J€Tei

XomecTeprH, MMOJb/JT Kosnsum Q, /xonecrepun

Tpynma nereit Kosnsum Q,, MKMOJIB/IT
1-s rpymma, n=15 0,5610,06
2-g rpymma, n=13 1,53£0,23
3-g rpymma, n=29 0,67£0,04
P, <0,001
P _
D, <0,001

5,8+0,38 0,10£0,01

4,8+0,31 0,31£0,04

3,5£0,12 0,19+£0,01
— <0,001
<0,001 <0,001
<0,001 <0,002
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Tabauya 2. Tlokasarenn kosusuma Q, u xosecrepuna (M=m) B KpOBH y /ieTeii pa3HbIX BO3PACTHBIX IPYNN

Ipynna nereit Kosnzum Q,;, MKMOJIb/JT XoJsecTepuH, MMOJIb/JT Kosnzum Q, /xonecrepun

1-g rpynna, n=15
Bospacr 1-5 ner, n=5 6,51+0,86 0,1240,02
P, 0,74£0,14* <0,05 <0,001
P, <0,001 <0,05

_ 0,47+0,04 5,5+0,38 0,09%0,01
Bospact 616 er, n=10p, , <0.001 <0,001
Py <0,05 <0,001 <0,001
2-q rpynma, n=13
Bospacr 1-5 ner, n=7 1,18%+0,26 4,4+0,44 0,2610,03
25 <0,001 <0,05 <0,05
Bospact 6—16 1et, n=6 1,93+0,37 5,3%0,38 0,37x0,07
Dy 4 <0,001 <0,001 <0,05
3-g rpynna, n=33
Bospacr 1-5 ser, n=17 0,64%0,04 3,5+0,16 0,1940,02
Bospacr 6—16 er, n=16 0,69+0,07 3,6+0,18 0,2010,02

Ilpumeuanue. * — JlocTOBepHOE OTJIMYME OT CTaplieil Bo3pacTHOi rpyrrbl (p<0,05).

KOBBIX Y OOJIbHBIX C MHUTOXOHIPHAJILHON IaTOJOTHUEH.
BrisiBieHO Gosiee BBICOKOE cofepxkaHue KosH3uma Q)
B KPOBU W MOBbILIEHUE OTHOLIEHMS KOSH3UM Q, /xore-
CTepUWH, IPUYEM C BO3PACTOM T M3MEHEHMST HapacTau.

IMosmyyeHHbIe JaHHBIE MBI paccCMaTpUBaeM Kak TIpeji-
BapuTEIbHBIE B CBS3M C HEOOJBIINM KOJUYECTBOM 00-
CJIeOBaHHBIX IMMallMeHTOB. TeM He MeHee pe3yJbTaThl
VKa3bIBAIOT Ha HENOCTaTOYHOCTh KOdH3MMa Qv JeTei
C MATOXOHIPHUATLHOU ITaTOJIOTUEN W MOTYEPKUBAIOT pa3-
JIN9KMe 3BEHBbEB IMaToreHe3a MepBUYHBIX MUTOXOHIPUAIIb-
HBIX OOJIe3HEell M HelpomerecHepaTHMBHBLIX 3a00JieBaHMIA,
MMEIOIINX WHOe TpoucxoxaeHne. KimHudeckme Ipo-
SIBJICHUSI 3TUX 3a00JIeBaHMII MMEIOT OOJIBIIIOE CXOJICTBO,
YTO OOYCJIOBIIUBACT TPYAHOCTH TIpu auddepeHINaTbHON
nurarHoctuke. OKOHYATebHbIN MUarHo3 (hOpMYIUPYIOT
Ha OCHOBAaHWHU PE3yJIbTaTOB MOJIEKY/ISIPHO-TEHETUYECKOTO
aHaym3a, IS 1ieJIeHaTrpaBIeHHOTO MPOBEACHNSI KOTOPOTO
TpeOyeTcsl yCTaHOBJIEHWE TIPEIBAPUTEILHOIO JMarHo3a.
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TkaneBbie 0oco0eHHOCTH MOTMMOP(U3MOB MUTOXOHIpHATbHOI JIHK

H.A. Jlumsunosa, A.C. Boponkosa, E.A. Hukonaesa, B.C. Cyxopykoe

OCIN «Hay4yHo-1ccnenoBaTeNnbCKUn KIMHUYECKUIA MHCTUTYT neamatpum» FT60Y BMNO PHAMY um. H.W. Muporosa, Mockea
Tissue-specific features of mitochondrial DNA polymorphisms

N.A. Litvinova, A.S. Voronkova, E.A. Nikolaeva, V.S. Sukhorukov

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Moscow

Muroxonapuanbias JJHK (mt/IHK) umeeT mosmnionaHyio npupoxy, T.e. COAEPKUTCS B THICAYAX KONMI BHYTPH KAXKIO0#H KIETKH.
Opnnako komuu MTIHK pazmmuarotcs Mexay co0oii (rereponiasmMusi) — B CHJIY HACJEACTBEHHOCTH WM 110 IPHYMHE COMATHYECKUX
mytanmii. [Ipu 3TOM reteponyia3mMust MoxkeT HAOIIOAATHCSA KAK HA BHYTPUKJIETOYHOM, TAK M HA MEKKJIETOYHOM MJIH MEKTKAHEBOM
yposHe. Pacnpenenenue BapuantoB MT/IHK B TKansax HeomHopoaHo. B cTaThe onucaHbl pe3y/isTaThl CEKBEHUPOBAHMS MEPBUYHOI
MOCJIe10BATEbHOCTH MUTOXOHIPHAJIBHOTO FeHOMA, KOTOPOE MPOBOAMIOCH B CBSI3H C MO03PEHHEM HA MUTOXOH/IPUAIBHYIO JHIeda-
nomuonaruio. Heodxoaumo nasibHeiiinee u3ydyenune naroreneTuaeckoi suauumoct BapuanroB Mt IHK. B cBsi3u ¢ TeM 4T0 00pa3upi
KPOBH U OYKKAJbHOTO JMHUTENNS KAXKIO0T0 NAlMEeHTa Pa3nyaloTca Mexnay co0oil no odHapyxeHHbM BapuanTam MTIHK, kpaiine
BAKHO HANPABJIATH HA CEKBEHHPOBAHME HECKOJIBKO 00PA3II0B U3 PA3JIMYHBIX TKAHEH.

Karoueswte caosa: demu, mumoxonopuu, mumoxondpuanvtas JIHK, cexeenuposanue, cemeponaazmus.

Mitochondrial DNA (mtDNA) has a polyploid structure, i.e. every cell contains thousands of mtDNA copies. However, in view of
heredity or somatic mutations, mtDNA copies vary from one another (heteroplasmy). Moreover, heteroplasmy may occur at both the
intracellular, intercellular, or even intertissue level. The tissue distribution of mtDNA variants is heterogeneous. The paper describes
the results of mitochondrial genome primary sequencing carried out because of suspected mitochondrial encephalomyopathy. There is
a need for further investigation of the pathogenetic value of mtDNA variants. Due to the fact that blood and buccal epithelial samples
from each patient vary in the found mtDNA variants, it is very important to send a few samples from different tissues for sequencing.

Key words: children, mitochondria, mitochondrial DNA, sequencing, heteroplasmy.

Mmoxom[puﬂ — BBICOKOCTICLIMAJIM3UPOBAHHASA Op-
raHesula, TMPUCYTCTBYIOIIAsl TIPAKTUYECKNM BO BCEX
9YKapUOTUYECKHMX KJIETKAX U MPOIYLIHPYIOIIasl KIETOYHYIO
SHEPIUI0 TYTEM OKUCIUTETBLHOTO (hochOpUIMpOBaHUSI.
Kpome Toro, MUTOXOHAPUSI SIBJISIETCSI KITFOUEBBIM KOMIIO-
HEHTOM KaJIbLIMEeBOI CUTHAJIM3AIIH, PETYJISIIIUN KJIETOYHO-
ro MeTaboIM3Ma, CHHTE3a TeMa M CTepOMIIOB, artorro3a [1].
MuToxoHapUM 001anal0T COOCTBEHHBIM IOJYyaBTO-
HOMHBIM TeHOMOM. OH coaepXuT 37 reHOB, KOAUPYIO-
KUX CYOBEIMHUIIBI KOMIUJIEKCOB OKUCIUTEIBLHOTO (Doc-
opunupoBaHus, TpPaHCIIOPTHbIE W PUOOCOMAbHbBIC
PHK-opranennsl. JlepekTbl MUTOXOHAPUATBHBIX TEHOB
MOTYT MPUBOAUTH K IIUPOKOMY CIIEKTPY MYJIBTMOpPTaH-
HBIX 3200JIeBaHW, TAKMX KaK HaACJIeJICTBEHHAas aTpousi
3putenbHbiX HepBoB JIebepa (LHON), cunapombst NARP,
MERREF, MELAS, Kepuca—Ceiipa, [Iupcona u mp. [2].
Kak u3BecTHO, Kaxmasi KJI€TKa CONEPXKUT ThICSUYU
Konuit MutoxoHapuanbHo# KosbleBoit JTHK (MtIHK).
[Tpu 3TOM MUTOXOHAPUATBHBII T€HOTUIT KIETKU HEOJI-
HOPOJICH: pa3JIMYHble BapMaHTHI TIOCJEI0BATEILHOCTH

© Konnektus aBTopos, 2015
Ros Vestn Perinatol Pediat 2015; 5:76-78

Anpec nis koppecnonaenuuu: JlutBunosBa Haranust AnekcaHapoBHa — H.C. Ha-
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MTHK cocyiiecTByloT B pa3HbIX MPOIMOPUMSIX BHYTPU
OJTHOM KJIETKM (reTeporuiazmust) [2].

Terepormasmusi SIBJSIETCSI OCHOBOM MHOTUX (heHOTU-
MUYECKUX WHIWBUIYAJIbHBIX OCOOEHHOCTE OpraHu3Mma.
CorJtacHO TTOCJIeTHUM UCCISI0BAaHUSIM KaK bl YeTBEPThIi
YeJIOBEK HaCJIeyeT OT MaTepy HeCKOJIbKO BAPUAHTOB MUTO-
XOHApUaIbHOTO TeHoMma [3]. [Ipyroii MpuYMHON MUTOXOH-
JIpUAIbHON TeTepOIIa3MUU SIBJISTIOTCSI COMAaTUYECKHe My-
TallMM, YPOBEHb KOTOPHIX B MUTOXOH/IPUSIX TOPa3/io BhIIIIE,
yeM B sizpe [4]. [Ipu KiaeTouHOM /eeHun pa3inyHbIe Ba-
puanthl MTIIHK ciy4yaitHeiM oOpa3om pacrpenesitoTcst
MEXIy HOBBIMHM KJeTKamMu. TakuM o00pa3om, pa3indusi
B MTJIHK MOryT mpucyTcTBOBaTh Ha HECKOJBKUX YPOBHSIX:
mexay konusgmu JHK BHYTpU OnHON MUTOXOHIPUM; Me-
xny AHK, HaxogsmmMucs B pa3HbIX MUTOXOH/IPUSIX BHY-
TPU OTHOM KJIETKM; a TAKXKE MEXKITY MUTOXOHIAPUSIMU B pa3-
HbIX KJIETKaX 1 TKaHSX OJHOTO OpraH13Ma.

Kaxk comarnyeckasi, Tak U HacJIeICTBEHHas TeTeporLia3-
MM B CUJTY Pa3IMUHbBIX TTIPUYMH HEPABHOMEPHO U HETIpe/I-
ckaszyemMo pacripenensiercss B TKaHsx. C TedyeHrneM XKU3HU
YPOBEHb TeTepoIia3MUKM MOXeT MeHsThesl. [lpu onperne-
JIGHHBIX YCJIOBMSIX, HATIPUMEp, MPU TOCTUKEHUM TTaTOTeH-
HbeiM BapuaHToM MTIHK HekoTtoporo koinyecTBeHHOTO
ropora, Bo3MOXKHa MaHU(ECTALINST KITMHUYECKOW CHUMIITO-
MaTuKH, 00yCIIOBICHHOI HEMOCTATOYHOCTHIO MUTOXOHIPU -
aJTbHOTO OMORHEpreTMIecKoro ooMeHa [5].

[esbio HACTOSIILIETO MCCIENOBAHUS SIBUJIOCH U3YYEHUE
MEXTKAHEBOTO paclipe/ieJIeHUs] pa3IMYHbIX BapUaHTOB-
mutoxoHapuanbHo# JIHKy manmeHToB ¢ sHIehartoMumo-
naTuei MpeArnoIoXUTeIbHO MUTOXOHIPUAILHOTO TeHe3a.
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Matepuan n metoabl

O6cnenoBanbl 20 TMalMeHTOB C TMPeABAPUTETbHBIM
JIMaTHO30M: MUTOXOHApUAIbHAs 3HIE(GaTOMHUOIATHS.
B kauvecTBe Marepuana IS MCCIEIOBAHUS WMCITOTb30-
BaJlaCh BEHO3Hasl KpOBb, HaHeCeHHasl Ha CITelIMalIbHBIC
(GunbTpOBaNIbHBIE TUCKU («CyXHe TISITHA»), a Takke CO-
CKOO OYKKaJIbHOTO STUTEHSI.

YV BoigeneHHoit u3 Ouomarepuana MTIHK ormpe-
nIensiaach TOJHAs —TIEPBUYHAST  ITOCIEI0BATEIbHOCTD
CeKBEeHUpOBaHUEM TT0 MeTony CoHrepa ¢ JeTeKIUe
KanuuisipHbIM ~ 25iekTpodope3om. [losyyeHHyo mo-
CJIeIOBaTeIbHOCTh CpaBHUBaIM ¢ pedepeHcHoir ROI
rCRS GB NC 012920 u mpoBOAWIM HECKOJBKO 3TAIloOB
OuvonH(opMaTUIECKOl 00pabOTKM JaHHBIX, COTJIACHO
KOHLIEMIINY HWCccaenoBanusi. B yacTHOCTH, MBI aHaIM-
3upoBaiu pacrnpeneiacHue BapuanToB MTJIHK B pa3nbrx
TKaHSIX, a TAKKe pacripeeseHne MUTOXOHIPUATbHBIX Ta-
TJTOTPYIIIT CPeay TAallMeHTOB. AHAIN3 TeHETUYECKUX Ba-
PUAHTOB TIPOBOIWJICSI C MCIOJb30BaHUEM 0a3bl JaHHBIX
MITOMAP [6].

Banumanust pe3yabTaToB BBITIOJNHSIACH ¢ MOMOIIBIO
TTOSTAITHOM CUCTEMBI KOHTPOJICH:

*  TIOJIOXWTEJbHBINA 1 OTPULIATEIbHBIN KOHTPOJIb peak-
LMY aMTUTH(UKALTIN;

* ajekTpodope3 B arapo3HOM rejie aMITMUINPOBaH-
HBIX ()parMeHTOB C MCIOJIb30BaHUEM MapKepa MoJie-
KYJISIPHOTO Beca,

* CEKBEHUpPOBaHWE CTAaHIAPTHOM TIa3MMIbI C U3BECT-
HOI TTOCIeI0BATEIbBHOCTHIO HYKJIEOTHIOB,;

* KOHTpOJIb KOHTaMuHaluuu TotaabHoil JIHK yenoBeka
(1abopaToOpHBIX TTOMEIEeHU, pabournx MaTepuaios,
Me6eN, WHCTPYMEHTOB, PEareHTOB, WCITOJIb3yeMbIX
B J1abOpaTopun);

* KoHTpoJib KoHTamuHau MTIHK genoseka.
KavecTBeHHYI0O ¥ KOJIMYECTBEHHYIO OIIEHKY MPOUTE-

HUS KaXI0Tro HYKJIEOTH 1A MOJTydaau Mpu o0paboTKe Mmo-

JIY4EHHBIX JaHHBIX MPOodeCcCUOHATBHBIM TTPOTPAMMHBIM
obecnieuenuem LifeTechnologies (CILIA).

Pe3ynbTrathl U 06CyXaeHue

IlepBbiii 3Tanm OuouHGpOpMaTUUECKO 00pabOTKU
JMAHHBIX 3aKJTI0Yalicss B TIOMCKE OMUCAHHBIX B JIUTEpa-
Type MyTallMii, CBSI3b KOTOPBIX C MUTOXOHAPHUATBHBIMU
3abosieBaHusIMU ToaTBepxkaeHa. CorjacHo 0Oase JaH-
Heix MITOMAP, myraunu G583A, C1494T, A1555G,
G1606A, A3243G, C3256T, A3260G, T3271C, T3291C,
A3302G, C3303T, G4298A, A4300G, G4308A, G4332A,
AS537AT, G5650A, G5703A, A7445G, C7471CC,
G7497A, T7511C, A8344G, T8356C, G8363A, T10010C,
GI12147A, GI12315A, T14674C, T14709C, G3460A,
G3635A, G3697A, G3700A, G3733A, G3890A, C4171A,
A7445G, T8993C, T8993G, T9176C, T9176G, T9185C,
T10158C, TI10191C, GI10197A, T10663C, CI11777A,
G11778A, T12706C, GI13513A, Al13514G, GI14459A,
Cl14482A, C14482G, T14484C, T14487C, Al14495G,
C14568T BbIsIBJICHBI HE OBLIN.

Ha cnenyroomieM artane ObUTM TIpOaHAIM3MPOBAHBI
rarjIoTUII-XapakTepHble MoJuMopdusmbl. JJaHHbIe Ba-
pUaHTBI OTIMCAHBI B JIUTEpaType KaK OTHOCSIIMECS K ra-
TUIOTATIAaM JIMOO MMEIOT TeHACHIIMI0O K Oojiee yacToMy
BBISIBJICHUIO WX Yy JIIOJEl, TPOXUBAIOIINX HAa TEPPUTO-
pun Poccuiickoit ®Deneparnuu. PacmpocTpaHeHO MHe-
HUe, YTO TaruIOTUTI-XapaKTepHBIE MOJUMOPGU3MbI MOTYT
OKa3bIBaTh HEKOTOPOE BJIMSIHME HAa pa3BUTHE U TeUCHUE
pa3NMuHbIX 3a0oeBaHUil. OQHAKO JOCTOBEPHBIX JaH-
HBIX, TIOATBEPKAAIOIINX 3TO MPEINOJOXKEHUE, HAa CeTo-
THSINTHUM NeHb He cylecTByeT [7]. Y Kaxaoro naiuveHTa
Takue TOJUMOPOU3MBI OBUTM MIECHTUYHBI B KPOBU U B
OYKKaJTbHOM BIUTEIUH.

[anee Mbl MCClemOBaJIM paclpenesieHue B pPa3HbIX
TKaHsIX TeHHbIX BapuaHToB MTIHK, He sBistommxcs
MapKepaMu TaruIorpyIiil U CBsI3b ¢ 3a00J1eBaHUSIMU KOTO-
pBIX Ha TaHHBIT MOMEHT He ycTaHoBJIeHa. Ha aTom sTamne
OBLIM YCTAaHOBJIEHBI 3HAYNTEIbHbIC MEXTKAHEBBIC Pa3/iv-
yusi. B cpenHem y Kakmaoro malueHTa MeHee TOJIOBUHBI
BoIsIBIIeHHBIX BapuaHToB MTHK BcTpeuanucs B obenx
MCCIIeTIOBAaHHBIX TKAHSX.

Hanpumep, uCKIIOUMTENIBHO B oOpasllax KpOBU
nauueHToB ObUTM OOHapyxeHbl BapuaHThl GI1719A,
C4577T, A5427G, T6221C, C6371T, T6896C, C7028T,
A7570G, C8393T, A9632G, T9701C, GI11914A,
G13798A,A14696G, GI15927A, TI16126C, GI16145A,
T16189C, T16231C, C16261T, T16519C. Tlpu 3TOM
B OYKKaJIbHOM SITUTEIMU TeX K& MalMeHTOB ObLIN BbI-
sBieHbl BapuaHThl 315insC, 523del2(AC), A2757G,
G3010A, C4883T, C5178A, C8414T, A8701G, T9540C,
C10192T, GI11696A, G12630A, CI12705T, C13788T,
C14668T, T14783C, GI15043A, GI15301A, CI15452A,
C16223T, C16242T, T16362C, C16465T.

YacTb BHISIBIEHHBIX BADUAHTOB B HEKOTOPBIX HAYUHBIX
paboTax accouMupoBaHa C pa3IMUYHBIMU 3a00JIeBaHUSI-
mu. Tak, reunsrii BapuanT G3010A accounmpoBaH ¢ CUH-
JIPOMOM IIUKJIM4ecKoit pBoThI [8], T4216C — ¢ LHON [9]
u uHCcynuHope3ucteHTHocThIo [10], A12308G — ¢ CPEO
(xpoHuueckasi mporpeccupymoliasi HapyxHasi odTaib-
moruterust) [11], mHcynsroMm [12], kapauomuonaTuen
[13]. Psin BapuaHTOB mpexie He ObUT OMKCaH B JIUTepa-
Type KakK TOTEHIIMaJbHO TaToreHHble. TakuM obpaszom,
JNaHHBIE JIUTEpaTyphbl YKa3bIBalOT Ha TO, YTO HEKOTOPHIE
BBISIBJICHHBIE HaMW TeHHbIE BapUaHTBl MOTYT WMMETh
3HauUeHWEe TIPY TATOJIOTMYECKHUX TIpolieccax, CBSI3aHHbBIX
C BHEPreTUYeCcKUM IucbalaHCOM KJIETOK M TKaHei. W3-
MEHEHHUsI MUTOXOHJIPUAJIbHOTO TeHOMa MPU 3TOM MOTYT
OBITH CBSI3aHBI C IMATOJOTUEN MEPBUYHO WJIM BTOPUYHO.
MexTKaHeBbIe pa3INJus BBISIBIEHHBIX TEHHBIX BapHaH-
TOB, BO3MOXHO, CBSI3aHbl C TKAHEBBIMU OCOOEHHOCTSIMU
MPOSIBJIEHUSI 9HEPreTUUeCcKOoro aucbanaHca.

3aknovyeHue

B GonbimHCTBE CJIy4acB B p€3yJIbTaTC UCCIICAOBAHU A
MUTOXOHAPHUAJIBbHOI'O rCHOMA y OOJIBHBIX C MMOAO3PEHUEM
Ha MHUTOXOHAPHAJIbHYIO BHHC(I)aJTOMI/IOHaTI/HO MN3BECT-
HBIC MAaTOT€HHbBIC MyTallUW HE BLIABJIAIOTCA. npl/l 9TOM
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y TMauMeHTa MOXEeT TPUCYTCTBOBAaTh Psii BapUaHTOB,
TOUHOE 3HauYeHUE KOTOPbIX He ycTaHoBjJeHO. Hekorto-
pble U3 00HapYXEHHBIX BAPUAHTOB 0003HAYEHBI B HAy4-
HBIX paboTax Kak MOTEHIMAIbHO MaToreHHbIe. JlaHHbIe
WCCIeNOBAaHUS YKA3bIBalOT HA TO, YTO 3THU HYKJIEOTUJI-
HbIe 3aMeHbI B TtocienoBaTenbHocT MTIHK, Bo3zmox-
HO, U3MEHSIOT COCTaB MUTOXOHAPHUAJIBHOIO MpoTeoMa
U, KaK CJIeJCTBUE, BIUSIOT Ha KIMHUYECKUI (DEHOTHUIL.
OnHako ISl YCTAaHOBJICHUS TTaTOTEHETUYECKON 3HA4YM-
MocTu BapuaHToB MTIHK HeoOxoaumo nx nanbHeitiee
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OPUINHAJIbHBIE CTATbU KAPOWNOJIOINsSA U PEBMATOJIOINS

DakTopbl pUCKa MOpazKeHUss KOPOHAPHBIX apTepuii mpu cunapome KaBacaku

A.B. Toposak, O.I. Ulupunckas, I'.A. Jleickuna, A.A. Jleonmoesa, E.B. IIpyukosea, E.b. Meakymsn

FBOY BIMO «MepBblit MOCKOBCKWNI rOCYAAPCTBEHHbIA MEONLMHCKUI yHUBEpCUTeT nm. .M. CeveHoBa», Mockea; Hauuno-
HaNbHbIV NCCNefoBaTenbCKUA yHUBEepCUTeT «Bbicluas wkona akoHoMukn», Mocksa; MNpaBocnaeHbii CBATO-TUXOHOBCKUMA
rymMaHuTapHbIA YHUBEPCUTET

Kawasaki syndrome: Risk factors for coronary artery aneurysms

A.V. Torbyak, O.G. Shirinskaya, G.A. Lyskina, A.A. Leontyeva, E.V. Prutskova, E.B. Melkumyan

I.M. Sechenov First Moscow State Medical University, Moscow; Higher School of Economics, National Research University;
Saint Tikhon’s Orthodox University of Humanities, Moscow

Cunapom KaBacaku — cHCTeMHBIii BACKYJIUT I€TCKOTO BO3PAacTa, MPH KOTOPOM MOTYT MOPAKATHCSA KOPOHAPHBIE APTEPHUH, YTO B
JajdbHeNIIeM MOKET NPMUBECTH K HIIEMHH MHOKapaa, uapapkty muokapaa. Hacrosimee nccieoBanue npeacTaBisger MepBblid
B Hallleil CTPaHe ONMbIT MPMMEHEHHUS PErPeCCHOHHOTO AHAIM3A IS MOMCKA (DAKTOPOB PHCKA MOPAKEHUS] KOPOHAPHBIX apTepHii
npu cunapome Kapacaku. PeTpocneKTHBHO NPOAHATM3MPOBAHBI IAHHbIE AMOYIATOPHBIX KAPT U BBIMMCOK U3 MCTOPHII 00/I€3HH
168 nanuentos ¢ cunapomom Kasacaku, Bo3pact 60bHbIX 0T 1 Mec 13 nueii 1o 13 et 6 mec. Boinenenbl pakTopsl pucka no-
paKeHHs1 KOPOHAPHBIX aPTePHii: MPOAOIKUTEIbHAS INXOPAIKA, JUINTEIbHAS JUX0PAIKA 10 BBeJAeHHS HMMYHHOTO IIOOYJINHA,
HU3KHii reMOrJI00uH B 0CTPYI0 a3y, JeiAKomuTo3 B ocTpyio (hasy Gousme 17-10° /1, TpomGonuTos 6oiee 790-10°/11 1 BhIpaKeH-
Hoe yBeanyenue COD, nosbimenne yposHs C-peakTHBHOro 0eJika 0oJiee 5 HOPM, BBeieHHe HMMYHHOTO I7100yuHa nocJe 10-ro
IIHSI, OTCYTCTBHE T€PANMN UMMYHHBIM I1I00y1MHOM. /1032 IMMYHHOTO [I00YJIMHA 2 I'/KI CHHXKAET PUCK 00PA30BAHHS AHEBPH3M
KOPOHAPHBIX apTepuii, HO ee 3 deKT 3aBucur or aus Beeaenusi. [lleitnas numdaneHonaTus U pesUCTEHTHOCTh K HMMYHHOMY
DIOOYJMHY MOTYT ObITh (haKTOpamMu pucKa OpMHPOBAHUSA AHEBPH3M KOPOHAPHBIX APTEPHii, HO AJIsi PelIeHHsI 3TOr0 BONMpPoca
HYZKHBI JaJIbHEIINEe HCCIIEI0BAHNS.

Karoueswie caosa: demu, cundpom Kasacakxu, nopasicenue kopoHapHvix apmepuii, GHe8pU3Mbl KOPOHAPHBIX apmepuil, haKkmopsl pucKa.

Kawasaki syndrome is a childhood systemic vasculitis that may affect coronary arteries, further leading to myocardial ischemia or myocardi-
al infarction. This investigation is our country’s first experience with regression analysis to find risk factors for coronary artery involvement
in Kawasaki syndrome. The outpatient and inpatient medical records of 168 KD patients aged 1 month 13 days to 13 years 6 months were
retrospectively analyzed. Results. The investigators revealed risk factors for coronary artery involvement: persistent fever; prolonged fever
prior to immunoglobulin infusion; low hemoglobin in acute phase; leukocytosis more than 17-10°/1in acute phase; thrombocytosis more than
790-10°/1 and obviously increased erythrocyte sedimentation rate; a more than 5-fold rise in normal C-reactive protein; immunoglobulin
administration after day 10; and no immunoglobulin therapy. The dose of immunoglobulin of 2 g/kg reduces the risk of coronary artery an-
eurysms, but its effect depends on the day of administration. Cervical lymphadenopathy and immunoglobulin resistance may be risk factors
for coronary artery aneurysms, but further investigations are needed to solve this problem.

Key words: children, Kawasaki syndrome, coronary artery involvement, coronary artery aneurysms, risk factors.

CVIHZ[DOM KaBacaku — cucTeMHBIN BacKyJWUT JeT-
CKOTrO BO3pacTa, IPOSBISIOIIMUIACS JIMXOPaaKO,
U3MEHEHUSIMU CJIU3UCTBIX 000JI0UEK, KOXU, JUMbaTh-
YECKUX Y3JIOB U PSIAOM JAPYTUX CUMNTOMOB. [1pu cuHIpo-
Me KaBacaku MOTYyT mopaxkaThbCsi KOpOHapHbIE apTepuH,
YTO MPUBOIUT K UIIIEMUM MUOKapia, H(GapKTy MUOKapaa
WJIK BHe3artHoi cMmeptu [ 1, 2]. B ¢Bsi3u ¢ aTum 3abosieBa-
HUe ObUIO MPU3HAHO OCHOBHOM MPUYMHOI MPUOOpeTeH-
HOM TaTOJIOTUU CEePACUYHO-COCYIUCTON CUCTEMBI B A3UN
[3], EBponie u CILA [4, 5]. [ToaTomMy ogHOI U3 caMbIX
Cepbe3HbIX MPOOJIEM OCTAETCsI TTIOpaXKeHUe CepaedYHO-CO-
CYIUCTOM CUCTEMBI TIPH 3TOM 3a00JIeBaHWUM, B TOM UKC-

Jie (hopMUpOBaHUEe aHEBPU3M KOPOHAPHBIX apTepuii [6].
ITo manaBIM 21-TO O0IIEHAIMOHAIBEHOTO 0030pa B Amo-
Hum 3a niepuona 2009—2010 ., 10719 OOJBHEBIX C aHEBPU3-
MaMU KOPOHApHBIX apTepuil CHU3MUJIACH IO CPAaBHEHUIO
C MCCIeTOBAHUSIMU TIPEILIIYIINX J1eT. OHAKO A0JIST 00JTb-
HBIX, MMEIOIIMX TUTAaHTCKHE aHEBPU3MbI KOPOHAPHBIX
apTepwii, cylecTBeHHO He yMeHbInvaach (0,40% B 16-m
0630pe 1o cpaBHeHMIO ¢ 0,22% B TekyiieM). Takum obpa-
30M, CHIDKEHUE pUCcKa IMMopaXkeHUsI KOPOHAPHBIX apTepuii
OoCTaeTcsl OCHOBHOI 11eJblo Tepanuu cuHapoma Kasaca-
ku [6]. Panee cooGuianuch pasiuuHbie (GakKToOpbl pHUcKa
MOpaXeHUsI CEPAEYHO-COCYIUCTOU CUCTEMBI: MYXKCKOW

© Konnektue aBTopoB, 2015

Ros Vestn Perinatol Pediat 2015; 5:79-84

Anpec g Koppecnonaenuuu: Toposik AneHa BranumuposHa — acri. kad. net-
ckux 6onesHei edeOHoro dakymnsreta [TepBoro MOCKOBCKOTO TOCYAapCTBEH-
HOro MeauuMHCKoro ynusepcurera uM. M.M. CeueHoBa; Bpauy-Kapauoyor
OKPYXKHOTO KOHCYJIBTATUBHO-IMATHOCTUYECKOTO LIEHTPa

JIbickuna lannHa AdaHacbeBHA — 1.M.H., Tpod. Kad. neTckux Gose3Hei ge-
4eOHOTO (haKyJIbTeTa TOTO Ke YUPEKIeHUsI

JleonTheBa AHHA AJIeKCaHIPOBHA — Bpay YJIBTPa3BYKOBOW JMArHOCTUKH OT-
TieIEHYsI YIBTPA3BYKOBOI TMATHOCTUKN YHUBEPCUTETCKOM TETCKOM KITMHIYE-
CKOIi GOJTLHULIBI TOTO K€ YUPEKICHUS

[upunckas Osbra [puropbeBHa — K.M.H., Bpau yJITPa3ByKOBOW IMAarHOCTUKK
OTIEJICHUS] YIBTPa3ByKOBON TMAarHOCTUKK YHUBEPCUTETCKOI IETCKOM KIMHMUYe-
cKoii 6osbHMLIBL, cT.H.c. HUO IMpobnem nexnarpun HU L Toro xe yupexueHust
119981 Mockaga, yi1. bonbiias [Tuporosekasi, 1.19, ctp. 1

IMpyukosa Enena BukropoBHa — H.c. HayyHOIi JlabopaTopuu «Colmonorus
penuruu», mpenonasateib Kadenpbl (GUIOcOGUN PEUTUU U PETUTHO3HBIX
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o [7], Bo3pacT no 1 roga (mo 6 mec) [8—10], crapimii
nmetrckuii Bo3pact [10, 11], peumaus cunapoma KaBacaku
[12], mo3nHee BBeAeHME UMMYHHOTO ioOyauHa [13], pe-
3UCTEHTHOCTh K UMMYHHOMY TJIOOYTUHY [9, 12, 14—16].
Hacrosiiiee nccnenoBanue mpeacTaBisieT NepBblii B Ha-
el CTpaHe OIBIT MPUMEHEHUST PETPECCMOHHOTO aHaJI -
3a JIJIs1 MTOMcKa (haKTOPOB PUCKa MTOPaKeHUsT KOPOHAPHBIX
apTepuii mpu cuHapome KaBacaku.

XapaktepucTtuka geter U MeToAbl UCCeaoBaHNS

PeTpocrnieKTMBHO TIpOaHATIM3UPOBAHBI TaHHBIE aMOy-
JIATOPHBIX KapT W BBITTMCOK U3 UCTOPHiT 60s1e3Hn 168 ma-
1MeHTOB ¢ cuHapoMoM KaBacaku B Bo3pacte ot 1 mec 13
JTHel 10 13 et 6 Mec, 0OpalaBIIMXCs B YHUBEPCUTETCKYIO
JIETCKYI0 KJIMHUYecKyto 0onbHuIly [TepBoro MockoBcKo-
TO TOCYAapCTBEHHOTO MEIMIIMHCKOTO YHUBEPCUTETA WM.
M.M. Ceuenona ¢ 2003 mo 2014 r. JluarHo3 TpaKTOBaIu
Kak ToTHbIN cuHIpoMm KaBacaku — y 146 (86,9%) nereit
MPpY HAJIMYUU JIUXOPAJIKU B TeueHue He MeHee 3 nHeii [17],
KOTOPYIO HENb3sT ObLTIO OOBICHUTD APYTUMU MPUIMHAMU,
" 4 U3 5 OCHOBHBIX KIIMHUYECKUX KPUTEPHUEB CHMHIPOMA
KaBacaku (unu 3 kputepueB MpU HAIMYUM TOpaKEHUS
KOpOHApHbBIX apTepuii) [18]: IByCTOPOHHSISI UHBEKIIUST CO-
CY/IOB KOHBIOHKTHBBI, U3MEHEHUSI POTOBOI TMOJOCTH, U3-
MEHEHMS TTepuhepUIeCcKrX OTAEIOB KOHEUHOCTEH, ChITIb,
meiiHast tuMaaeHonaTust. JlnarHo3 HeMoJHOTO CUHIPO-
Ma KaBacaku cTaBUIICS TIPY HATMIUU JIUXOPATAKUA U MEHb-
IIETO YMCIa OCHOBHBIX KIIMHUYECKUX KPUTEPHEB: MEHee
4 CMMINTOMOB B OTCYTCTBME JAWJIATALIMOHHBIX U3MEHEHU
KOpPOHAPHBIX apTepuii U MeHee 3 CUMIITOMOB MPU HaU-
yru TakoBbIX — y 22 (13,1%) nereii [19].

JInst oleHKM (haKTOPOB pUCKa TOpaXkeHUsT KOpOHap-
HBIX apTepuil BbIAEICHBI IBE TPYMITbI MAIMEHTOB: C TO-
paxkeHreM KOPOHApHBIX apTepuil CITyCTs 8 Hel OT Ha-
yajia O0JIe3HH U 0e3 TopakeHUsT KOPOHAPHBIX apTepuii.
ITon mopaxkeHreM KOPOHAPHBIX apTepuil TTOHUMATU 00-
pa3oBaHKMe aHEBPU3MbI WM 3KTa3MM KOPOHApPHBIX apTe-
puii. JlokabHOE pacIIMpeHre cocyla CUUTATA aHEeBPH3-
MOIA, eCJIM ero aAuameTtp > 2,5 Z-6ajuioB (T.e. He MeHee YeM
Ha 2,5 CTaHIapTHBIX OTKJIOHEHUS TTPEBBIIIAT HOPMAaTbHBII
pa3Mep KOPOHAPHBIX apTepHil ISl TIIOMIaAN TTOBEPXHOCTH
Tesla TlalyeHTa) Wiy B > 1,5 pasa npeBblIliai JuaMeTp Co-
CeTHETO HEM3MEHEHHOTO YyJacTKa KOPOHApHBIX apTepHil.
Ecin mmameTp KopoHapHOI apTepyn ObLT 00IbIe HOPMBI
Ha GOJIBIIOM MPOTSIKEHUM 0€3 CerMEHTAPHOM aHEBPU3MBI,
COCY/I CYMTAIA PACIIMPEHHBIM (3KTa3MsI).

WMMyHHBI 1100yauH BBoamics 139 mairueHTtam,
B TOM uucie 35 (25,2%) netsm o 8-ro nus, 37 (26,6%) —
¢ 8-ro mo 10-it nenp, 67 (48,2%) — nocae 10 gua. Jan-
HbIE O PEeXMME MO3MPOBaHUsI ObUIM MOCTYITHBI st 134
mareHToB: 28 (20,9%) meTIM WMMYHHBIN TJIOOYIWH
BBOIMJICS B mo3e <1 1/kT, 42 (31,3%) — B mo3e 1—<2 r/kT,
64 (47,8%) — B no3e >2 T/KT. DXoKapauorpaduio ¢ uc-
cJeIoBaHMEM KOPOHAPHBIX apTepuii TPOBOIVIIN Ha TIPU-
oopax Vivid 5 u Vivid 9 (GE, Iepmanusi) c npuMeHeHUEM
MYJITUYACTOTHBIX JAaTYMKOB C YyacToToi oT 5 no 8§ MIix
BceM OOJIbHBIM C TIOIO3peHreM Ha cuHapoM KaBacaku

OPUINHAJIbHBIE CTATbU KAPOWNOJIONsSA U PEBMATOJIOINSA

MpU TTOCTYTUIEHUW WJIU TIPU TIEPBOM OOpallleHUn B YHU-
BEPCUTETCKYIO HETCKYI0 KIMHUYECKYIO OOJbHMILY. 3a-
TeM 4epe3 2—4—8 Hep Tocie Havasa 00JIe3HU U TTIOTOM
Kaxaple 3—6 Mec Ha MPOTSKEHWM TIEPBOTO Toja, 3aTeM
1 pa3 B 12 Mec Mpu OTCYTCTBMM aHEBPU3M KOPOHAPHBIX
apTepuii, 1 pa3 B 6 Mec — IIpU HAJIMYUU MEJIKUX U CPeI-
HUX aHeBPU3M, | pa3 B 3 MeC — MpY HAJTUIMU TUTAHTCKUX
aHEeBPU3M KOPOHAPHBIX apTePHiA.

JIOCTOBEpHOCTb pa3U4uii OIIECHUBAJACh IO KpUTe-
pusiMm Manna—YurHu, @uriepa, y?, -Kputeputo CTbio-
neHTa. OTHOIIEHNWE MIAHCOB PacCUMUTHIBATIOCH METOIOM
OUHAPHOI JIOTUCTUYECKON perpeccur. SHAYNMMBIMU CYM -
Tanuch paznuaus npu p<0,05. Bce naHHbIie 0OpaboTaHbI
CTATUCTUYECKM C WCITOJIb30BAaHMEM ITaKeTa MporpaMM
IBM SPSS Statistics v22 1 KOMIIbIOTEpPHOI MPOrpamMMBbl
Microsoft Excel 2010.

Pe3ynbratbl

JunaralimoHHOE TOpaKeHWe KOPOHAPHBIX apTepuii
BcTpevanoch B 58 (34,52%) n3 168 ciyyaeB. B kauecTBe
BO3MOXKHBIX TTPEAUKTOPOB (DOPMUPOBAHUST aHEBPU3M KO-
POHAPHBIX apTepUil pacCMaTPUBAIMCh: BO3paCcTHAsI TPYII-
1a 1 BO3pacT B MeCsI1ax; KOJIMYECTBO OCHOBHBIX CUMIITO-
MOB M KOJIMYECTBO OCHOBHBIX CUMIITOMOB 70 10-TO mHS
00JIe3HU; CPOK TTOCTAHOBKM JMarHO3a; IJTUTEIbHOCTD JIN-
XOPaaKW; IUTUTEIbHOCTb TUXOPAJKH 10 BBEICHUSI UMMYH-
HOTO IJIOOY/IMHA; IeHb BBEJIEHUSI UMMYHHOTO IJIOOYJIMHA;
cyMMapHasi 103a UMMYHHOTO TJI00YJIMHA 3a MEePBbIi KypC;
peXUM BBEICHUSI MMMYHHOTO TIJIOOYJIMHA; PE3UCTEHT-
HOCTb K MMMYHHOMY TJIOOYJIMHY; TaOOpaTOpHbIe TTOKa3a-
Teau (MUHUMAaJIbHBIN reMOTJIOOMH B OCTpyIO (hazy; Mak-
CUMAaJIbHBIN JIEWKOIIMTO3; MaKCUMaJbHBI TPOMOOIIMTO3;
makcumanibHass COD; o0t 0e10K; MUHUMAaIbHBIN
abOyMWH; OUIMPYyOUH OOIIMIT; MaKCUMaJIbHBIN YPOBEHb
TpaHCaMMHa3 acraprar- M ajJjaHuHaMUHOTpaHcpepasbl;
XOJIECTEPUH OOIIMI; KPAaTHOCTb YBEJIUYEHUSI YPOBHSI
C-peaktuBHoro 6enka (CPB) — konnyecTBO HOpM, Tak
KakK B pa3HbIX JJaOOPaTOPUSIX MCITOJb3YIOT pa3HbIe €lM-
HUILIbI U3MEPEHUSI).

Bo Bcex ciyuasix TecTUpoBaIuCh Bce YKazaHHbIe (ak-
TOPbI Y TIPUMEHSIIMCh CTAaTUCTUYECKHUE METOIbI (Koppe-
JISUMOHHBIN aHanu3, T-TecT, AUCIEePCUOHHBIN aHaIN3).
3areM UIS BBISIBJICHUS TToKa3aTesiell, BIMSIOMMNX Ha o0pa-
30BaHME aHEBPM3M KOPOHAPHBIX apTepuii, ObLT MTOCTPOEH
psin perpeccuii. Ha mepBom 3Tame B KauecTBe He3aBUCH-
MBIX TIEPEMEHHBIX YYacTBOBaJIM JabOpaTOpHbIE MOKa3a-
Teu, o0Iast JIUTETbHOCTh JTUXOPAIKU U JUIUTEIbHOCTh
JIMXOPAAKU 10 BBEIEHUSI MMMYHHOTO TJIOOyJMHA, CPOK
MOCTAaHOBKM JIMAarHO3a, JeHb BBEJEHUSI UMMYHHOTO TJIO-
OynuHa, 1032 UMMYHHOTO TJIOOYJIMHA, PE3UCTEHTHOCTh
K UMMYHHOMY IJIOOYJIMHY, BO3PacT B MecsiliaX, BO3pacTHasI
rpymnra, HaTypaJbHBIi JjorapudM Bo3pacTa, a B KaueCTBe
3aBUCUMOI1 TIEpEeMEHHOI — TTOpakeHue KOPOHAPHBIX apTe-
puii (nammu-niepemeHHast — 1/0). 3HaYMMbBIMU OKa3aIUCh
GdakTopHl, TIpeAcTaBiIeHHbIe B Ta0a. 1. OTMeTM, 4TO He-
3HAYMMBIM OKa3aJloCh KOJUYECTBO CUMIITOMOB. DTO MO-
JKeT CBUIETEILCTBOBATh O TOM, UTO, 10 HAIIMM JaHHBIM,
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HETIOTHBIN CUHIPOM caM I10 cebGe (B OTpbIBE OT TMO3IHENH
JIMAarHOCTUKM) He SBIIIEeTCST (haKTOPOM PUCKA TTOpaKeHMST
KOpPOHAPHBIX apTePHIA.

M3 Tabun. 1 cneayer, 4To 11aHc oOpa30BaHUST aHEBPU3M

KOpPOHApHBIX apTepUil BO3pacTaer:

* TIpU YBEJIMYEHUU TPOJOJIKUTEIBHOCTA JIUXOPAIKU
(OIVH AeHb JTUXOPAIKHU YBEJIMUMBACT IIAHCHI 00pa3o-
BaHMSI aHeBPU3M KOPOHApHBIX apTepuii B 1,125 paza);

* TIpW CHIDKEHMM TTOKa3aTellsl TeMOTJI00MHa, yBeInde-
HUU JlelikouuTo3a 6osee 17-10°/m (B 2,19 paza);

* mipu yBeaudeHuu yposHst CPbB B 5 pa3 u 6onee (B 9 pa3);

* Tpu Hamuuum Tpomboumrtosza 790-10°/1 m Gojee
(B 1,9 paza);

* TIpY MMO3IHEM YCTaHOBJIEHUY IWAarHo3a U Ha3HauYeHU U
WMMYHHOTO TJTOOYJIWHA (OAWH JIMIIHWM JeHb 10 Ha-
3HAYeHUs] MYMMYHHOTO TJIOOYJTMHA YBEJTMIMBAET IIaHC
ocioxHeHust B 1,206 pasa).

ITpu BBeaeHUM UMMYHHOTO TJIOOyIrHA 10 10-TO THS
BKJTIOYMTENIBHO IIaHC 00pa30BaHUsS aHEBPU3M KOpOHAap-
HBIX apTepUit yMEHbIIIaeTCsl, a TPY BBEICHUU UMMYHHOTO
r1obyarHa rocie 10-ro 1Hs pe3ko yBeJIuunBaercs — B 5,8
pa3a (1o CpaBHEHUIO CO BceMHU OoJiee paHHUMM CpOKaMu
BBEICHMUSI).

Ilpu yBeIMUEeHWUM BO3PACTHOM TPYMIBI OTHOIIEHUE
IIAHCOB WMMETh aHEBPU3MBI KOPOHAPHBIX apTepuii K MX
OTCYTCTBUIO YMEHBIIAETCSI, a BEPOSITHOCTh 0OPa30BaHUS
AHEBPU3M CHIKAETCST, OMHAKO OMTHUM (DAKTOM TTPUHAIJIEK-
HOCTH K BO3PACTHOW TPYIIITEe OOBSICHSIETCS TONBKO 3—4%
JICTIEPCU.

CoBmecTHble Moaenu. Ha cnemytoiem 3tarie ObLin
COCTaBJICHBI CAMble pa3HbIe COBMECTHBIE MOJIETN U3 YKa-
3aHHBIX 3HAUMMBbIX ¢akTopoB. B momenu 1 (tabn. 2)
BCEe BKIJIIOYEHHBIE TepeMeHHbIe OKa3aJnCh 3HAYMMBEI.
W3 3Toit Mopenu ciieayeT, UTO TOJbKO (paKTOM TIpHUHAJ-

Tabauya 1. @aKTOPbI, ACCONMMUPOBAHHDBIE C 00PA30BAHHEM AHEBPH3M KOPOHAPHBIX apTepHii (IT0 Pe3yJIbTATAM PerpecCHOHHOTO aAHAJIM3A)

. R? Kokca R?
Ne TTepemenHast B Sig Exp(B) 1 Chena i e
1  BospactHas rpyrima —0,422 0,027 0,655 0,029 0,040
2 HarypasnbHblii Jioraprdm Bo3pacTa —0,356 0,027 0,7 0,03 0,041
3 OOuias WIMTEIbHOCTb TUXOPAIKUA 0,118 0,000 1,125 0,135 0,185
4 TIpe-UI'BB nuxopanka 0,187 0,000 1,206 0,178 0,250
5 MuHHMATHHBL reMOLIO0HH 0,042 0,008 0,959 0,055 0,077
B OCTpYIO (hasy
MakcumanbHBI JISHKOLIMTO3
6 G Gy s | I 0,784 0,039 2,19 0,027 0,037
7  MakcuMaabHbIi TPOMOOIIMTO3 0,002 0,015 1,002 0,045 0,063
8  Maxkcumanbnas COD 0,018 0,038 1,018 0,034 0,048
9  TpomGormro3 790-10°/11 u Gonee 0,651 0,047 1,918 0,023 0,032
()  APESEEDIRIET T ~1,135 0,020 0,321 0,040 0,055
I00yIMHA — 10 8-TO JAHST
g AT ~1,529 0,003 0,217 0,07 0,096
rnobymHa — 8—10-ii neHb
) AL LU O 1,76 0,00 5,815 0,149 0,205
r1obynuHa — rmocie 10-ro aHs
[y (CEEKEEE ~1,522 0,003 0,218 0,068 0,093
JIarHo3a — 10 8-ro JHs
1 (CEOSIEERIERT —1,101 0,016 0,333 0,041 0,056
nuarHosa — 8—10-ii neHb
jlg  CBETEGIETIT 1,762 0,00 5,823 0,141 0,195
nuarHosa — rnocie 10-ro aHs
R 0,155 0,002 1,168 0,075 0,104
I00yIMHA
17 CPBb or 5 HopM** 2,197 0,036 9,00 0,046 0,064

Ipumeuanue. Tpe-UITBB — 1o BBeneHUsI UMMYHHOTO TI0OyaMHA. 31ech U B Ta0a. 2—4: * B — koadduiimeHT; Sig — cTaTucTuveckas 3Ha4u-
MocTb; Exp(B) — skcroHeHTta ot B (T.e. «¢ B ctenienu B», rae e — ocHoBaHMe HaTypaibHOro jorapudma ~2,718) mokasbiBaeT, BO CKOJIBKO
pa3 npu yBeaudeHuu ¢akropa Ha | U3MEHHWTCSI COOTHOIIIEHUE IIIAHCOB MMETh OCJIOKHEeHUe K IaHcaM He umeThb ero; R2 (R-kBaapat) Kokca
u CHesuta 1 R? Haiimkekepka moKa3blBaroT MPOLIEHT 00bSICHEHHO TUCTIEPCUH, T.€. TIPOLIEHT OOJIbHBIX B HAIIIEM MACCUBE TaHHBIX, Y KOTOPBIX
opMupoBaHUEe aHEBPU3M MOKHO OOBSICHUTH MPENCTaBICHHOM Moebio. ** Dra 1udpa Obl1a HailieHa IyTeM IMOCTPOCHUSI Psijia PErpecCUOH-

HBIX MO/IEJIEH € ITOC/Ie10BaTeIbHbIM YBEJINYEHUEM TTOKAa3aTesl.
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JIESKHOCTH K BO3PACTHOM TPYIIITe, JIUTSIHHOCTBIO JIMXO-
panKku 1 BBEAEHUEM UMMYHHOTO o0yanHa rocie 10-ro
JTHST MOXHO 00BsICHUTH 22—30% Bcex ciydaeB 00pa3oBa-
HUST aHEBPU3M KOPOHApHBIX aptepuit. [TpuueM n3 3THUX
Tpex (pakTOpoB OOJIbIIIE BCETO OKa3bIBAET BIAUSHUE TTO3/1-
Hee BBeJeHe UMMYHHOTO TJIOOYJIMHA.

B monenu 2 (Tabs. 3) 3a KOHCTaHTY MporpaMma Tpu-
HUMAaeT BBEIEHUE UMMYHHOrO T1oOyauHa mocie 10-ro
JIHS M OTCYTCTBUE BBEIEHMSI M CPaBHMBAECT yKa3aHHBIE
repeMeHHbIe (BBelIeHUe Mperapata A0 8-ro JTHS W Ha
8—10-11 nenn) ¢ HUMU. [1o cpaBHEHMIO C IETbMU, KOTO-
PBIM BBOIWJIM UMMYHHBIN TJTOOYJWH A0 8-TO JHS M Ha
8—10-11 neHb, y TeX, KOMy UMMYHHBI TJ100yJIMH BBOAWIN
rociae 10-ro AHS MW He BBOIWJIW, IIAHCHI UMETh aHEB-
PU3MbI KOPOHAPHBIX apTepuii 6oabiie B 1,075/0,192=5,6

Tabauya 2. CoBmecTHasi Moaeb 1

OPUINHAJIbHBIE CTATbU KAPANOJIOINs U PEBMATOJIOIMNSA

pazau B 1,075/0,145=7,4 pa3a COOTBETCTBEHHO — 00€ Te-
peMeHHBIE CTATUCTUYECKU BHICOKO3HAYNMBI.

B uroroBoii coBMecTHOI Monenu (Tadi. 4) mokasaHo,
YTO J103a UMMYHHOTO TJIOOYJIMHA 2 T/KT CHIKAET PUCK
00pa3oBaHMsT aHEBPU3M KOPOHAPHBIX apTepuii, u ee ad-
(eKT 3aBUCUT OT AHS BBeAeHUs. J103bI UMMYHHOTO TJIO-
Oy/IMHA MEHbIIe 2 I/KT OKa3aJuCh He3HAYMMBI TSI CHU-
JKEHMST pucKa (OpMUPOBAHUS aHEBPU3M KOPOHAPHBIX
apTepuii. DTa uToroBast Moaesb onuckiBaeT 37—50% Bcex
clydaeB 00pa3oBaHUs aHEBPU3M KOPOHAPHBIX apTepHiA.

B coBMeCTHBIX MOIIEISIX TTOKa3aHa TaKKe 3HAYMMOCTh
eWHOM TuM@aaeHOMaTu W PEe3UCTEHTHOCTU K M-
MYHHOMY TJIOOYJIMHY, KOTOpBIE IO OTAEIbHOCTH ObLIN
He3HauMMBbI JIJIsT 00pa30oBaHUsI aHEBPU3M KOPOHAPHBIX
aptepuii. TakuM oOpa3om, IIeiiHas JTUMbageHOTaTUs

. R?2K R?
LCECHEEL E Sig D) u Cﬂzl;iaa Hoaitmkenkepka
BospacrtHas rpynma —0,452 0,044 0,222
OO011as1 IIUTEIBbHOCTD JIMXOPATKHI 0,086 0,003 1,089
0,222 0,305
BBeneHre MMMYHHOTO IJTOOYJIMHA MTOCTIEe 1.352 0.001 3.866
10-ro aHs ’ ’ ’
KoHcranTa —1,377 0,065 0,252
Tabauya 3. CoBmecTHast MozeJIb 2
TlepeMeHHBIC B ypaBHEHUU B Sig Exp (B) lljzclf;:;iaa H:«)I?m)l(l:IKepKa
BBeneHre MMMYHHOTO TJTOOYJIMHA _1.648 0.001 0.192
1o 8-r0 IHS > ’ ’
BBeneHre MMMYHHOTO TJ100yJIMHA 0,144 0,198
Ha 8—10-7i eHE —1,929 0,000 0,145
KoHncranTta 0,072 0,742 1,075
Tabauya 4. itorosasi COBMECTHAasI MOJEIb
TlepeMeHHbIE B ypaBHEHUU B Sig Exp (B) I/I:ZCI;(;E:IZ Haﬁz[)l(ijIKepKa
BospactHas rpynmna —4,090 0,017 0,017
OO0111as1 ITUTEIbHOCTD JIMXOPaIKU 0,160 0,001 1,173
[lepBblil neHb BBEACHUSI UMMYHHOTO —0.721 0.072 0.486
r00yJIMHA > ’ ’
BospactHas rpymiia, mepBhIii IeHb BBE-
JIEHWSI UMMYHHOTO TJI00Yy/IMHA 0,320 0,023 1377
Ileitnas mumbaneHOIATHS 1,165 0,066 3,207 05 S
Veemmuenne COD 0,034 0,017 1,035 ’ '
Yeenmmuenue ypoBHst CPB 6obiie 2689 0.056 14.713
5 HOpM ’ ’ >
J103a IMMYHHOTO IJ100yMHa 2 I'/KT —5,455 0,055 0,004
Jo3za MMMYHHOTO [J100yJIMHa 2 I/KT, 0,500 0,042 1,649
MEPBbIA I€Hb BBEICHUS
KoHcranTa 1,847 0,718 6,342
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U pe3UCTEHTHOCTbh K UMMYHHOMY TJIOOYJIMHY MOTYT OBITh
daxkTopamMu prcka GopMHUPOBaHMUS aHEBPU3M KOpPOHap-
HBIX apTepuii, HO JJIS PELICHUST STOTO BOMPOCA HYXKHBI
JNajabHENIIe UCCIeNOBaHMS.

00cyxaeHue

R. Uehara 1 coaBrt., 0000111351 O0JIee paHHNE UCCIIEI0-
BaHWUs, c/ieJiajia BBIBOM, YTO PUCK 00pa30BaHMs aHEBPU3M
KOPOHApHBIX apTepuii OBUT BhIIIE Y MAJIBYNKOB, Y AeTEi
Mojioxe | roma, y meTeit crapiie 5 JeT U Npu HAIMYUU
PE3UCTEeHTHOCTH K UMMYyHHOMY TJ00ynuHy [14—16, 20].
E. Belay u coaBT. B KauecTBe IpyMITbl pUcKa Ha3BaJlU Je-
Teit 1o 1 roga, 60JbHBIX B Bo3pacte 9—17 jieT, MaJTbuYuKOB,
JIMII Q3MaTCKOTO TTPOMCXOXICHHUSI, BBIXOALIEB C OCTPOBOB
Tuxoro okeana u marmHoamepukanies [9]. Y. Nakamura
U COAaBT. COOOIIMJIM, YTO TMOpaXeHUe CepaecuHO-COCY-
JIUCTOM CUCTEMBI (aHEBPM3MBI M CTEHO3bI KOPOHAPHBIX
apTepuii, WH(apKT MUOKapaa, KiarmaHHasl MaTOJOTHS)
ObLTIO OOJIce XapaKTepHO JUTSI MaJTbYMKOB IO CPaBHEHUIO
¢ JIeBOYKaMU; a TaKKe JUIS JeTeid B Bo3pacTe 1m0 | roma
U CTapIINX AeTeil 10 CpaBHEHMIO ¢ IeTbMHM OT 1 roga jo 4
siet [6]. MHOXecTBO 1a00paTOpHBIX (PAKTOPOB aCCOLIMM-
POBAHO C PUCKOM KOPOHAPHBIX OCIOXHEHUM TPU CUH-
npome KaBacaku, HO TOJTbKO HECKOIBKO MPUCYTCTBOBATU
BO BCEX MCCIEIOBAHUIX; Hanboee 4acTo YITOMUHAINCH
HU3KWI YPOBEHDb aTbOyMUHA W TeMOTJIO0MHA, BhIpaXKeH-
HBII TpoMOoIMTO3 [21].

Hawm ynmanock BeIIeUTh clieaylonmme GakTopbl prucka
MOpakeHWsT KOPOHAPHBIX apTepHii: MPOIOJIKUTETbHAS
JINXOpajKa, JUTUTeNIbHAs JINXOpaaKa 0 BBEICHUS UM-
MYHHOTO TJIOOYJIMHA, HU3KWI MMOKa3aTeb TeMOTJI00M-
Ha B ocTpyio ¢asy, JIEMKOLMTO3 B OCTpYIO a3y OoJbliie
17-10°/n, TpoMbounTOo3 Gostee 790-10°/1 1 BEIpaXkeHHOE
yBennueHue COD, nosblilieHue ypoBHs C-peakKTUBHOTO

JINTEPATYPA

1. Kato H., Sugimura T., Akagi T. et al. Long-term consequences
of Kawasaki disease. A 10- to 21-year follow-up study of 594
patients. Circulation 1996; 94: 6: 1379—1385.

2. Tsuda E. Long-term management in patients after Kawasaki
disease — sudden death, fatal arrhythmia, and myocardial dys-
function. Abstracts of the 10th International Kawasaki Dis-
ease Symposium. February 7—10, 2012. Kyoto, Japan. Pediat-
rics International 2012; 54: Suppl 1: 38—142.

3. Cho M.A., Choi Y.J., Jung J.W. Affects of “age at diagnosis” on
coronary artery lesions in patients with incomplete Kawasaki
disease. Korean Circ J 2010; 40: 6: 283—-287.

4. Taubert KA., Rowley A.H., Shulman S.T. Nationwide survey
of Kawasaki disease and acute rheumatic fever. J Pediat 1991;
119: 279-282.

5. Daniels L.B., Tjajadi M.S., Walford H.H. et al. Prevalence of
Kawasaki disease in young adults with suspected myocardial
ischemia. Circulation 2012; 125: 2447—2453.

6. Nakamura Y., Yashiro M., Uehara R. et al. Epidemiologic fea-
tures of Kawasaki disease in Japan: results of the 2009—2010
nationwide survey. J Epidemiol 2012; 22: 216—221.

7. Zhang T., Yanagawa H., Oki I., Nakamura Y. Factors relating
to the cardiac sequelae of Kawasaki disease one month after
initial onset. Acta Pediat 2002; 91: 517—520.

Oesika 6oJjiee 5 HOPM, BBEJEHUE MMMYHHOTO TJIOOYIU-
Ha mocjie 10-To JHSI, OTCYTCTBHE Teparnu WMMYHHBIM
roOynuHoM. Bbicoko3HaumMmasi CBsI3b J1a0OpaTOPHBIX
MapKepoB BOCITAJIEHUsI ¥ prcKa 00pa30BaHUs aHEBPU3M
KOPOHAPHBIX apTepuii OTpaxkaeT BBIPAXKeHHOCTh KOPO-
HapuTa, BeIylIero K HapyHIIEHWIO CTPYKTYpbl CTEHKHU
KOPOHApPHOU apTepuu U, TO-BUAUMOMY, WILTIOCTPUPYET
MePCIIEKTUBHOCTb MHTEHCUBHOM MMPOTUBOBOCTIATTUTETb-
HOW Tepanuu.

Panee HeomHOKpATHO YKa3bIBAJIOCh, YTO YacTOTA TMO-
pakeHUsT KOPOHAPHBIX apTepuil He OMMHAKOBA B pa3HOM
Bo3pacte [22]. CunTaercst, 4TO MJIAJICHIIBI MOJIOXe 6 Mec
¥ TIOIPOCTKHU TOABEPXKEHBI PUCKY TTOpaXkeHUsI KOpOHAap-
HBIX apTepuil 6omblle Apyrux nerei (8, 23, 24]. Pesynb-
TaThl HAILIETO UCCIEI0BAaHUS CBUAETEILCTBYIOT B TTOJIB3Y
BBICOKOTO pHCKa 00pa30BaHMSI aHEBPU3M KOPOHAPHBIX
apTepuil y caMbIX MJIAOIINX AeTeil. Bompochl BAMSTHUS
dakTopa Bo3pacTa Ha MCXOA 3a00JieBaHUSI MBI pacCMO-
TPUM B JATbHEHIINX TTyOIMKALIUSIX.

OnHuM 13 HamboJjiee 3HAYMMBIX (PaKTOPOB pHCKa
MopaXkeHUsT KOPOHApPHBIX apTepuii SIBISIETCS HECBOe-
BpemeHHoe (1rtociie 10-ro nHsT) Havyalo Je4eHUsl, TpudeM
JI036I UMMYHHOTO TJTOOYJIMHA MEHBIIEe 2 T/KT 0Ka3aJanch
HEe3HAYMMBI IJIsT CHIDKEHUST prucKa (hOpMUPOBAHUS aHEB-
pU3M KOpoHapHBIX aptepuii. ClenoBaTebHO, OYEBUI-
HBI TIYTh CHWKEHUS PUCKa KOPOHAPOTEHHBIX OCIOXK-
HeHWIt ipu cuHapoMe KaBacaku — coBepIlieHCTBOBaHME
JUAarHOCTUKM 3TOTO 3a00JieBaHUST M Ha3HAYeHUeE TTPUHS-
TOI B MUPE CXeMBI BBEIEHUSTI UMMYHHOTO TJIOOYJIMHA.

Haira ntoroBast perpecCMOHHAsT MOJENb OTMMCHIBACT
37—50% Bcex ciyyaeB 0Opa3oBaHMs aHEBPU3M KOpPOHapP-
HBIX apTepuii. 3HAYUT, CYIIECTBYET psii (PaKTOPOB PUC-
Ka, KOTOpbIe MBI HE TOJTbKO He MOXEM KOHTPOJIMPOBATH,
HO KOTOpBbIE, BOBMOXHO, 1 He MPEATIoiaraeM.

8. Jbickuna I'A., Topbsax A. B. Knunnueckre 0cOOEHHOCTU CUH-
npoma Kapacaku y seTeit, 3a60/1eBIIMX B Bo3pacTte 10 6 Mec.
Poc BectH nepunaton u neauar 2014; 59: 6: 32—39 (Lyskina
G.A., Torbyak A.V. Clinical features of Kawasaki syndrome in
infants younger than six months of age. Ros vestn perinatol i
pediat 2014; 59: 6: 32—39.)

9. Belay E.D., Maddox R.A., Holman R.C. et al. Kawasaki syn-
drome and risk factors for coronary artery abnormalities:
United States, 1994—2003. Pediat Infect Dis J 2006; 25: 3:
245-249.

10. Pannaraj P.S., Turner C.L., Bastian J.F., Burns J.C. Failure to
diagnose Kawasaki disease at the extremes of the pediatric age
range. Pediat Infect Dis J 2004; 23: 8: 789—791.

11. Muta H., Ishii M., Sakaue T. et al. Older age is a risk factor for
the development of cardiovascular sequelae in Kawasaki dis-
ease. Pediatrics 2004; 114: 3: 751-754.

12. Nakamura Y., Oki 1., Tanihara S. et al. Cardiac sequelae in
recurrent cases of Kawasaki Disease: A comparison between
the initial episode of the disease and a recurrence in the same
patients. Pediatrics 1998; 102: e66.

13. Muta H., Ishii M., Yashiro M. et al. Late intravenous immuno-
globulin treatment in patients with Kawasaki disease. Pediat-
rics 2012; 129: €291-297.

POCCUNCKWIA BECTHUK NMEPUHATOJIOMU U MEANATPUN, 5, 2015

83




OPUINHAJIbHBIE CTATbU KAPANOJIOINs U PEBMATOJIOIMNSA

14.

15.

16.

17.

18.

Nakamura Y., Yashiro M., Uehara R. et al. Case-control study
of giant coronary aneurysms due to Kawasaki disease. Pediat
Int 2003; 45: 4: 410—413.

Sudo D., Monobe Y., Yashiro M. et al. Case-control study of
giant coronary aneurysms due to Kawasaki disease: The 19th
nationwide survey. Pediat Int 2010; 52: 790—794.

Uehara R., Belay E.D., Maddox R.A. et al. Analysis of potential
risk factors associated with nonresponse to initial intravenous
immunoglobulin treatment among Kawasaki disease patients
in Japan. Pediat Infect Dis J 2008; 27: 155—160.

Yellen E.S., Gauvreau K., Takahashi M. et al. Performance
of 2004 American Heart Association Recommendations
for Treatment of Kawasaki Disease. Pediatrics 2010; 125: 2:
e234-e241.

Newburger J.W., Takahashi M., Gerber M.A. et al. Diagnosis,
treatment and long-term management of Kawasaki disease:
a statement for health professionals from the committee on
Rheumatic Fever, Endocarditis and Kawasaki Disease, Coun-
cil on cardiovascular disease in the Young. American Hearth
Association. Circulation 2004; 110: 17: 2747—-2771.

19.

20.

21.

22.

23.

24.

Jvickuna I'A., Hlupunckas O.1. CIu3ucTo-KOXKHbBINA TUM(POHO-
NyJISIpHBINA cuHIpoM (cuHapoM Kasacaku). JluarHoctuka u Jie-
yenne. M: Bumap-M 2008; 144. (Lyskina G.A., Shirinskaya O.G.
Mucocutaneous lymph node syndrome (Kawasaki syndrome).
Diagnostics and therapy. Moscow: Vidar-M 2008; 144.)

Uehara R., Belay E.D. Epidemiology of Kawasaki disease in
Asia, Europe, and the United States. J Epidemiol 2012; 22:
79—85.

McCrindle B.W., Li J.S., Minich L.L. et al. Coronary artery in-
volvement in children with Kawasaki disease: risk factors from
analysis of serial normalized measurements. Circulation 2007;
116:2: 174—179.

Nakamura Y., Yashiro M., Uehara R. et al. Epidemiologic fea-
tures of Kawasaki disease in Japan: results of the 2009—2010
nationwide survey. J Epidemiol 2012; 22: 3: 216—221.
Stockheim J.A., Innocentini N., Shulman S.T. Kawasaki dis-
ease in older children and adolescents. J Pediat 2000; 137: 2:
250-252.

Momenah T., Sanatani S., Potts J. et al. Kawasaki disease in the
older child. Pediatrics 1998; 102: e7.

IMoctyrnuna 04.03.15

POCCUNCKWIA BECTHUK NMEPUHATOJIOMW U MEANATPUN, 5, 2015




JInarnocTuyeckoe 3HaYeHue KOHneHTpamuu nuTokunos IL-1p, IL-6, TNF-a
1 0eJIKa-npeamecTBeHHUKA aMIIon1a SAA B KPOBH Y NAIIMEHTOB € I0BEHHJIbHBIM
PEBMATOMIHBIM aAPTPUTOM

A.A. Cmenanosa, H.Jl. Cagenkosa, I A. Hosuk, E.A. /lemenmoesa, O.11. ['ypuna

'BOY BIMO «CaHkT-MeTepbyprcknin rocyaapCTBEHHbIV NeanaTpUYecknii MeanUNHCKUI yHMBepcuTeT» MuHsgpasa Poccum

Diagnostic value of blood concentrations of the cytokines of IL-1p, IL-6, and TNF-a and
serum amyloid A (SAA) precursor protein in patients with juvenile rheumatoid arthritis

A.A. Stepanova, N.D. Savenkova, G.A. Novik, E.A. Dementieva, O.P. Gurina

Saint-Petersburg State Pediatric Medical University, Ministry of Health of Russia

Ilenb ucclie0BaHus: BbIIBUTH OCOOEHHOCTH NMOPAXKeHHsI MOYeK Y JeTeil, 00IbHbIX I0BeHHJIbHBIM PEBMATOMIHBIM APTPUTOM, COMIO-
CTABHUTH MOJyYeHHbIE JAHHbIE C KOHIEHTPAIMEl CHIBOPOTOUYHOrO Oe/IKa-NpeIeCTBeHHUKA aMWIOuIa SAA U MPOBOCHAIUTENbHBIX
muTokuHOB IL-1p, IL-6 u TNF-a. Y 20 (45,5%) u3 44 nannenTtos B Bo3pacTe ot 3 10 17 JieT BbisiBIeHA cCHCTeMHAsi (HOpPMA I0BEHITb-
HOro PeBMATOMIHOrO apTputa, y 24 (54,5%) — cycranas. Y 26 (59,1%) 60JbHbIX M3MEHEHHIi B AHAJIN3aX MOYH HE YCTAHOBJIEHO,
y 18 (40,9%) — nuarnocTupoBaHa nporerHypusi. Y Bcex 44 0OJbHBIX BbISBJIEHO NMOBBIIIEHNE KOHIIEHTPAIMK 0e/IKa-NpeauiecTBeH-
HuKa amuiouna SAA B kposu. He ycTanoB/IeHO CTATHCTHYECKH 3HAYMMOTO PA3JIMYMsl ITOrO MOKA3aTellsl Y MAIUEHTOB ¢ CUCTEM-
Hoii (333,7%55,2 mr/a) u cycraBuoii (227,3+39,5 mr/n) popmamu 6oae3nn. IloBbimennas konuenrpauus IL-1$ B KpoBu BbisiB-
nena 'y 20 (45,5%), IL-6 — y 17 (38,6%) u3 44 nanuentoB. YcTaHOBJIeHO, 4T0 KoHneHTpamus IL-1p (91,2+18,1 nr/mia) u IL-6
(80,4+18,6 nr/mJ1) B KpoBH Yy 00JIbHBIX ¢ cHCTeMHO# (hopmoii 3a001eBaHus1 1ocTOBepHO Bbile (p<0,05), yem y AeTeii ¢ CycTaBHOI
thopmoii (41,4+10,6 u 29,8+5,6 nr/ma coorBeTcTBeHHO). I1pu cucTeMHoii (hopMe yCTaHOBIIEH IOCTOBEPHO 00Jiee BLICOKHIA YPOBEHb
IL-1p (124,7£23,6 nr/ma) u IL-6 (102,4+27,8 nr/mi) B KPOBH Y NANMEHTOB, UMEIOINX NPOTEHHYPHUIO, B OTIMYHE OT OOJBHBIX
0e3 TakoBoii (38,4116,0 u 43,2+15,2 nr/mi1 cOOTBETCTBEHHO). Y /IeTeil ¢ IOBEHWJIbHbIM PEBMATOMIHBIM APTPUTOM YCTAHOBJIEHA
TOJIOXKUTETbHAS] KOPPEJISUOHHAS CBS3b CPe/IHell CTeNeHN MeXKTy TOBBIIIEHHOI KOHIIeHTpanueii B KpoBH 0eka SAA u IL-1; yme-
PEHHAS MOJIOKUTEIbHAS KOPPeJISIuMs MeXKAy KoHeHTpauueii B Kposu 0eika SAA u IL-6. [TosyyenHble 1aHHbIE CBUIETEILCTBYIOT
0 POJIH IPOBOCHAIUTEbHBIX UTOKMHOB B MOIEPKAHNH XPOHUYECKOTO BOCTAIUTEIHLHOTO MPOLECCa U CTUMYJISAINN AMUIOUI0TeHe3a
y JeTeii ¢ I0BEeHWIbHBIM PEBMATOMIHBIM APTPUTOM.

Karoueevte caosa: demu, 106eHUNbHbLIL pe8MAMOUOHbLIL APMPUM, CbIBOPOMOUHDYLI beN0K-npeduiecmeeHHUK amurouda SAA, unmepaeii-
KuH- 1B, unmepaeiikun-6, nopaxcerue novex, AA-amuioudos, npomeurypus.

Objective: to reveal the specific features of kidney injury in children with juvenile rheumatoid arthritis (JRA) and to compare findings
with the concentrations of serum amyloid A (SAA) precursor protein and the proinflammatory cytokines IL-1p, IL-6, and TNF-a.
Results. Twenty (4,5%) of 44 patients aged 3 to 17 years were found to have systemic-onset JRA; 24 (54,5%) had articular-onset
JRA. Twenty-six (59.1%) patients had normal urinalyses; 18 (40,9%) were diagnosed with proteinuria. All the 44 patients were as-
certained to have elevated blood SAA protein concentrations. There were no statistically significant differences between the patients
with systemic-onset JRA and those with articular-onset JRA in this indicator (333,7155,2 and 227,3+39,5 mg/1, respectively). The
increased blood concentrations of IL-1f and IL-6 were detected in 20 (45,5%) and 17 (38,6%) of the 44 patients. In the patients with
systemic-onset JRA, the levels of IL-1p (91,2+18,1 pg/ml) and IL-6 (80,4118,6 pg/ml) were established to be significantly higher
than those (41,4+10,6 and 29,8+5,6 pg/ml, respectively) in the children with articular-onset JRA (p<0,05). Significantly higher
serum levels of IL-1p (124,7+23,6 pg/ml) and IL-6 (102,4+27,8 pg/ml) were detected in the systemic-onset JRA patients having
proteinuria than those (38,4+16,0 and 43,2+15,2 pg/ml, respectively) in the patients without the latter. The children with JRA
showed moderate positive correlations between the elevated blood concentrations of SAA protein and IL-1p and between the blood
levels of SAA and IL-6. The findings suggest that the proinflammatory cytokines play a role in maintaining the chronic inflammatory
process and stimulating amyloidogenesis in children with JRA.

Key words: children, juvenile rheumatoid arthritis, serum amyloid A (SAA) precursor protein, interleukin- 1f, interleukin-6, kidney
injury, AA amyloidosis, proteinuria.

IOBeHI/mbHHﬁ pEeBMATOMIHBIN apTPUT y Je-  4eTaeTcs y psaa OOJbHBIX C BHIpaXKeHHBIMU BHECYCTaB-
Teli — CUCTEeMHOE XpOHMYEeCKOoe 3abojieBaHUe HBIMHU TIPOSBICHUSIMHU [1—4].

COEIUHUTENIbHOM TKaHU C TIPEUMYIIECTBEHHO ayTo- YacToTa Te4eHUsT 3a00JIeBaHKS ¢ COUETAHUEM TTOpaKe-
WUMMYHHBIM TaToreHe3oM. IlaTojlormyeckuii mpolecc  HUSI CYCTAaBHOTO armapara M 9KCTpaapTUKYJSIPHBIX TPO-
MPUBOAUT K I€CTPYKIIMU TTOPAXKEHHBIX CYCTaBOB U CO- sBreHuit mocturaet 90% [5, 6]. OmHNM U3 BHECYCTaBHBIX
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MPOSIBJICHUI SIBJISIETCS TTopakeHue mouek [5, 7]. YacTtora
MaTOJIOTUU TIOYEK MPU PEBMATOMIHOM apTPUTE COCTABIISI-
et ot 13 1o 73% [7-9]. TopaxeHne MoYeK MpU peBMaTO-
WIHOM apTPUTE U IOBEHUJIHLHOM PEBMATOMIHOM apTpUTe
MOXET MPOTeKaTh MO TUITY TIOMepyJIOoHe(ppHUTa KaK Mpo-
siBneHue BackynuTa [10, 11], mo Tunmy amunonaHoi Hed-
pomaThM C TIPOrPEeCCUPOBAHUEM B XPOHMUYECKYIO 00JIe3Hb
rmouyek [12—16], B Bume MemOpaHO3HON HedbpomaTuu
KaK OCJIOXKHEHUE Tepanui HeCTEPOUIHBIMUA MPOTUBOBOC-
MaJIMTeILHBIMU TIpertapatamu [7, 8, 17—19].

BobIIMHCTBO aBTOPOB, M3y4aroIIUX MPOOIEeMy TMaTo-
JIOTUU TTOUEK MPY peBMAaTOMIHOM apTpuTe y IeTeil U B3pOc-
JIBIX, BBIIEJISIIOT BTOPUYHBIA AA-aMUIONIO3 KaK TSOKETbI
BapMaHT TOpaXXeHUs TOYeK, MPHUBOAAIINN K Pa3BUTHIO
MoYeYHOI HemocTaTtouHocTH |14, 15, 20—29]. Cpenau opra-
HOB-MUIIIEHEN TTpY BTOPUYHOM AA-aMuionao3e HanboJee
yacTo HaOJIIogaeTcsl mopaxeHue novek [21, 25, 26]. B pas-
BUTUU DPEBMATOMIHOTO aMMWJIOMIO3a TIOYEK BBIIEISIOTCS
JITaTeHTHas, TPOTeMHypUUIeCcKast, HeppoTrieckasi, a30TeMH-~
yecKasl UJm ypemudeckasi cranuu [22, 25, 27-29].

Ha pucynke mpeacraBieHbl OCHOBHBIE TATOT€HETH-
YecKre MeXaHU3Mbl aMUJIOWAOoreHe3a Tpu AA-aMuIon-
nose [30]. B maroreHese AA-amuionao3a Beayliasi pojib
TIPUHAIJICKUT aMUJIOMIOTEHHBIM CBOMCTBAM ChIBOPOTOY-
Horo Oejka-TipeaiiecTBeHHUKa amuiaounna (SAA). bernok

XpoHHYECcKOe 3a00JICBaHNE
« PeBmaTnueckoe 3adonesanue (IOPA)
» Xponuueckas HHOEKIUs

{IL-1,1L-6,
I[TEYEHb | TNF-a, Ilepcucrupyromee
BOCITAJICHHE

JlnurenbHOE MOBBIIIEHNWE KOHLEHTpAMu SAA
(SAA1) B 100—1000 pa3 ot HOpMBI

< HapymuieHue oopadboTku SAA MOHOHYKJICAPHBIMU (paroruTaMu
< nporeonn3uc SAA MaTpUKCMETAIIONPOTea3aMu
< B3anMozeiicTBre HHOPHILI C TKAHEBBIMH TTTHKO3aMUHOTIIHKaHAMH

3amuTa GUOPUILT B3aUMO/ICHCTBIEM C CBIBOPOTOUHBIM
amuoniHbIM P-komnonenTom (SAP)

A 4

JAEMNO3UTHI AA-AMUJIOUJA
INOYKA skenyno4HO-KHUIIEYHBINH TPAKT
[EYCHb Celle3eHKa

Pucynok. OcHOBHbIE NaTOTeHETHYECKHUE 3BeHbS AA-aMIIonIore-
He3a [30].

OPUINHAJIbHBIE CTATbU KAPOWNOJIONsSA U PEBMATOJIOINSA

Gubpun amunonga npu AA-amuiiounose obpasyercs
MakpodaraMyd M3 ChIBOPOTOYHOTO OeJiKa-IpeaiiecTBeH-
Huka-SAA B pesyjbraTe €ro HeroJIHOTO pPaCIeTUICHUSI.
SAA — cuHTEe3UpyeMblIii B TeNaToLuTax MeyeHu 010K OCT-
poii a3bl, OTHOCSIINICS K alibda-rIo0yIrnHaM, B HOpMe
MPUCYTCTBYIOIIMIA B KpoBu [24, 27, 31, 32]. BaxkHyto posb
Kak B IaToTeHe3¢ CUCTEMHOTO BOCTIAJICHUSI MIPU IOBEHUJTb-
HOM peBMaTOMIHOM apTpUTe, TaK U B CTUMYJISILIUU TIPO-
1ecca aMUJIOMIOTeHe3a MPY BTOPUYHOM AA-aMUIIONI03e
urpatotr uHTepiedkuHel (IL)-1B, -6 u dakrop Hekposza
ortyxoiu o (TNF-o), siBsttoriecst mpoBoCmaauTe TbHbIMU
xeMoknHamu. B nporiecce octpodaszHoro oteeTa 1o aei-
ctBueM IL-1pB, IL-6, TNF-a ycummBaetcst 6mocuHTe3 SAA
B TI€YEHU U €r0 KOHIIEHTPALIMS B CBIBOPOTKE KPOBU MOXKET
noBbeicuThes B 100—1000 pa3 [33—35].

FOPA — 1oBeHWIbHBIN PEBMAaTOUIHBIN apTpUT; SAA —
CBIBOPOTOUHBIH OeTOK-TIpeniecTBeHHUK amuionnaa; I —
nHTepaeitkuH; TNF-a — ¢akTop HEKpo3a omyxonu-a.

B ycroBusix XpoHMUECKOro BOCTAIWUTEIBHOTO TPO-
1ecca (peBMaTOMIHbBIM apTPUT U IPYTUe CUCTEMHBIE BOC-
MaJuTeNIbHbIE 3a00JIeBaHMS) TIPOUCXOAUT JUTUTEIbHbIN
YCWIEHHBIN cuHTe3 SAA M €ro KOHIIEHTpallus B KPOBU
MPOIOJIKUTEIbHOE BpeMsl TIOIIEPXKUBAETCS] HA BBICOKOM
ypoBHe. [1p1 3ToM MHULIMKPYETCS TIpolLiecc 00pa3oBaHUs
Gubpuin AA-amunonaa B TKaHSIX, YTO MOXKET TTPUBECTU
K pa3BUTHIO BTOpUUHOTO AA-ammiongosa [32, 36].

Ileab mccienoBaHusi: BBISIBUTH OCOOCHHOCTH TOpa-
JKeHUS TI0YeK y JeTeid, OOJIbHBIX IOBEHUIbHBIM peBMa-
TOUJIHBIM apTPUTOM, COMOCTABUTD TMOJTYYEHHBIC JaHHBIC
C KOHIIEHTpalKel ChIBOPOTOYHOTO OeJIKa-TpeaIIecTBeH-
HuKa aMuwionna SAA 1 poBOCHAIUTEIbHBIX IUTOKUHOB
IL-1B, IL-6 1 TNF-o.

XapakTtepucTtuka peTtei U MeToAbl UCCNeAoBaHUSA

O0cnenoBaHbI 44 malrieHTa ¢ JOBEHWIBHBIM peBMaTON/I -
HBIM apTpuToM (16 MaTbunKoB, 28 neBouek). [lnarHocTuka
3a00sIeBaHMSI TIPOBOIMJIACH B COOTBETCTBUU ¢ BocTouHO-
EBporreiickumu tmarHocTHaecKMMM Kputepusmu [ 1, 37].

Omnpenensuii KOHIIEHTPAIMIO ChIBOPOTOYHOTO Oeli-
Ka-TIpelecTBeHHUKa aMuionaa SAA B CBIBOPOTKE KPO-
BU METOAOM TBepaoda3HOro MUMMYyHOGhEPMEHTHOTO aHa-
au3za (ELISA — Enzyme Linked Immuno-Sorbent Assay)
¢ ucriojab3oBaHrueM Habopa Invitrogen Hu SAA («Invit-
rogen Corporation», KaHana) B ycOBMSIX CIieliMaln3m-
pPOBaHHOI J1abopaTOpun KIWHUYECKOW HMMMYHOJOTUU
HWILI CII6I'TIMY. lonycTmMble 3HaYeHUsT HOPMbBI KOH-
neHTpauu SAA B chiBOpoTKe KpoBu — 10—15 mr/m [38,
39]. Konmenrpamwmio IL-1p, IL-6 u TNF-o B cBIBOpOTKe
KPOBM OMpEIESIsIM METOJIOM TBepA0(pa3HOTO MMMYHO-
(epMEeHTHOTO aHaIM3a ¢ UCMOJIb30BaHUEM TecT-cucteM
st onpenenenuss TNF-o uyenoseka, IL-1p yenoseka,
I1L-6 yenoBeka (OOO «Llutokun», Poccus). I1pu oleH-
Ke pe3yJbTaTOB HOpMaJIbHbIMU 3HAYeHUSIMU KOHIIEHTpa-
vu IL-1pB, IL-6 u TNF-a B CBIBOPOTKE KPOBU CUMTATN
0-50, 0—50 1 0—70 nir/mn cootBeTcTBeHHO [40]. BBISIB-
JISUTM TWHAMUKY TTOKa3aTelleid OOIIMX aHaJu30B MOYH,
CYTOUYHYIO MMPOTEMHYPUIO, YPOBEHB 00111eT0 Oesika, aib-
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Cmenanosa A.A. u coaem. JnarHoctyeckoe 3HaYeHue KOHIeHTparmu mtoknHoB IL-1, [L-6, TNF- u Genka-npeniecTBeHHUKa amuionia SAA...

OyMHMHA CBIBOPOTKUM KPOBU, CKOPOCTb KITyOOUYKOBOI
(uaBTpalIy IO KIMPEHCY SHAOTEHHOTO KpeaTUHNHA.
Cratuctrueckasi o0paboTKa pe3yJbTaTOB MCCIIEN0-
BaHUs TIPOBOAWIACH C MCIIOJIb30BAaHWEM CTAaHIAPTHBIX
MMaKeTOB TIPOrpaMM TTPUKIIATHOTO CTATUCTUUYECKOTO aHa-
nm3a (Microsoft Office Excel 2010, Statistica for Windows
v.6.1). MeToabl oOmMUCATENIBHOM CTATUCTUKU BKIIIOYA-
JIN OLIEHKY cpemnHero apudmerudeckoro (M), ommoOKu
cpefaHero 3HavyeHus1 (m) M CpeaHeKBalpaTUYHOTO OT-
KJIOHeHUs (o) UTSl TIPU3HAKOB, UMEIONINX HOPMAaJbHOE
pacripeneneHre. J1oCTOBEPHOCTh pa3iMuuii CpaBHUBae-
MBIX TTOKa3aTeJieil onpeaesieHa Mo HerapaMeTpUIecKOMY
U-xputeputo MaHHa—YUTHM, napaMeTpuIecKoMy KpH-
Tteputo t-CthlofgeHTa. KpuTniecknii ypoBeHb TOCTOBEP-
HOCTU HYJIEBOM CTATMCTUYECKON TUMOTE3bI (p) TIPUHST
3a 0,05. /st olleHKM B3aMMO3aBUCHUMOCTU BEJIMYUH KC-
MOJTb30BaHbI METOIBI KOPPEISIIIMOHHOTO aHaJN3a.

Pe3ynbratbl

Bo3pact 44 manueHTOB ¢ IOBEHWJIBHBIM pPEBMATO-
WIHBIM apTPUTOM Ha MOMEHT OOCJIeIOBAaHUSI COCTABWII
ot 3 mo 17 nmet (cpeanwmit Bo3pact 8,7+0,6 romga). ¥V 20
(45,5%) w3 44 mallMeHTOB IMArHOCTUPOBAaHA CUCTEMHast
dopwma 3aboneBanus, y 24 (54,5%) — cycraBHast hopma.
Ha MoMeHT obcnenoBanust y 22 neTeil KOHCTaTUPOBaH
HEaKTUBHBII I0BEHUJIbHBIN peBMAaTOUIHBINA apTpUT (aK-
TUBHOCTD () cTeneHu), y 22 60abHbIX — akTuBHbINA (I—111
CTereHb aKTUBHOCTH).

Teparnust OBEHUJIBHOTO PeBMaTOMIHOTO apTpuTa y 44
MallMeHTOB MPOBOAMJIACH B COOTBETCTBUM C MEXIyHa-
POIHBIMU CTaHAApPTAMM, BKJIIOUaja B ceOs HECTEPOWI-
HbIe TPOTUBOBOCTIAJIUTENIbHBIE MpEMapaThl, TITIOKOKOP-
TUKOCTEPOUIHBIE TperapaThl (BKJIIOUast MyJIbC-Teparuio
METUJITIPETHU30JIOHOM), ILIUTOCTATHUECKUE TperrapaThl
(MeToTpeKcaT, IIMKJIOCIIOPYH, JedJIyHOMHUI), TeHHOWH-
JKeHEepHbIe OMolornyeckre npemnapaThel (abaTalenT, 3Ta-
HepUenT, UHGIMKCUMa0, TOLMIN3yMao).

V 26 (59,1%) u3 44 GOMbHBIX U3MEHEHUSI B aHAJIM3aX
MOYM He ObUTM BBISIBJICHBI, y 18 (40,9%) nuarHocTupo-
BaHa TpoTeuHypus, u3 HUx y 17 (94,4%) — mporenH-
ypust meHee 0,5 v/cyt, y ogHoit (5,6%) 60nbHOM ¢ TIOJI-
TBEPKIEHHBIM MoOpdosiornyecku (OMOTICUsT CAU3UCTOMN
MPSIMOM KUIITKW) BTOPUYHBIM PEBMATOUIHBIM AA-aMu-
JIOUA030M TIOUeK TPU IUTUTENIBHOCTU 14 JleT cucTeMHOM
(GopMBI I0BEHWJIBHOTO PEBMATOMIHOTO apTPUTA BBISB-

JIeHa TMpOTeuHypusi, nocturaBinasi 33 T/CyT, TSKeIbli
HedpoTnueckuit cuHaApOM (ruroanboymuHemus 19 r/m),
MUCXOJl B XpPOHUYECKYIO 00J1e3Hb Mouek 4-it craauu (CKo-
POCTb KJTyOOUKOBO# (huiibTpaiuu no gopmyie Schwartz
29,8 myi/MUH, KpeaTUHUH B KpoBU 0,247 MMOJIb/IT).

IMpotennypust BeisiBieHa y 8 (33,3%) u3 24 nauneH-
TOB C cycTaBHOI (hopmoii 3a6oneBanust, y 10 (50%) u3 20
MalMEHTOB C CUCTEMHBIM IOBEHWJILHBIM PEBMATOUIHBIM
apTpuToM, a Takxke y 9 (40,9%) n3 22 60JbHBIX ¢ HEAKTUB-
HbBIM, ¥ 8 (36,4%) 13 22 MallMeHTOB C aKTUBHBIM apTPUTOM.

VY Bcex 44 maiyeHTOB ObLIO BBISIBJIEHO TTOBBILICHUE
KOHIIEHTpaIMK OeJiKa TpelecTBeHHUKa aMmuiionaa SAA
B KpoBu (324,2+28,9 mr/n). [1oBbllleHHAs! KOHLIEHTpA-
st [L- 103 B xpoBu BeisiBnieHa y 20 (45,5%) 13 44 GOMBHBIX,
TTOBBIIIEHHBIN ypoBeHb [L-6 — y 17 (38,6%) manneHTOB,
koHueHTpanus TNF-o B KpoBM Haxoaujach B Tpejeiax
HOpMBbI y Bcex 0osbHbIX. KoHueHnTpaius [L-1B B kpoBu
y 44 GOJTLHBIX C I0BEHWIBHBIM PEBMATOUIHBIM apTPUTOM
coctaBuia 65,1+10,8 nr/mn, yposenb IL-6 — 52,8+9.7
nr/ma, koHueHtpaumsi TNF-a — 4,3+1,0 nr/min. 'V 1
GOJILHOI ¢ BTOPUYHBIM PEBMATOMIHBIM AA-aMUJIOUIO-
30M MOYeK U He(POTUYECKUM CHUHAPOMOM KOHIIEHTpa-
s SAA B KpoBM cocTaBwia 828 Mr/j, KOHIIEHTpaLIUsI
IL-1B, IL-6 m TNF-a B ceiBopoTKe KpoBu — 199,5, 131,2
u 4,6 TIT/MJI COOTBETCTBEHHO.

IMpoBeneHa cpaBHUTEIbHAS OlleHKA KOHIUEHTpAIUN
IL-1B, IL-6, TNF-a u 6enka SAA B KpOBU y OOTHHBIX
C HEaKTUBHBIM U aKTUBHBIM IOBEHWJIbHBIM PEBMATOW/I -
HBbIM apTpuToM. Pesynbrarhl MccienoBaHUs TpeCcTaB-
JIeHbI B Ta0I. 1.

YcranoBieHo, 9to KoHteHTparwst IL-1p u IL-6 B xpo-
BM Yy GOJTbHBIX C aKTUBHBIM IOBEHUJIBHBIM PEBMATOUTHBIM
apTPUTOM JIOCTOBEPHO BBIIIIE, YeM HAXOSIIUICS B TIpe/e-
JlaX HOpMBI ypoBeHb [L-1B u IL-6 y meTeit ¢ HeaKTUBHBIM
aptputoM (p<0,01). CraTucTYECKN 3HAUMMOTO Pa3Indusl
koHueHTpaiun TNF-o u 6enka-mpeniiecTBeHHUKA aMy-
Joraa SAA B KpoBU y TALIMEHTOB TTPU CPaBHUTEJIBHOM HC-
cJielloBaHUM He yctaHoBjieHo (p>0,05).

IIpoBeneHO CpaBHUTEIBLHOE HCCAENOBAHUE KOH-
menrparuu IL-1pB, IL-6, TNF-a u 6enka SAA B KpoBu
y GOJTbHBIX TIPU Pa3IMIHBIX KJIMHUYECKUX hopmax. Bui-
siBJIeHO, yTo KoHueHTpauust IL-1B (91,2+£18,1 nr/mi)
u IL-6 (80,4£18,6 nr/MJ1) B KpOBU y MAIIMEHTOB C CHU-
CcTeMHOI (popMoit 60JIE3HU SIBJSIETCSI TOCTOBEPHO OoJiee
BBICOKOI, YeM HaXOASIIUICS B Ipeiesax HOpMbl YPOBEHb

Tabauya 1. Konnenrpamus IL-1f, IL-6 u TNF-a B KpoBH y NalMEHTOB C HEAKTHBHBIM M AKTHBHBIM I0BEHUJIbHBIM PEBMATONIHBIM

aprputom (IOPA)
HOpMaJILHI)IC 3HAYCHUSA
o HaL[I/ICHTbI C HCAKTUBHBIM HaHI/IeHTbI C aKTUBHBIM KOHIEHTPAIH p
TOPA (n=22) TOPA (n=22)
B CBIBOPOTKE KPOBH
IL-1B, nr/mn 33,2%+10,9 94,2£16,0 0-50 <0,01
IL-6, rir/mit 28,416,5 77,2£16,8 0-50 <0,01
TNF-o, or/min 3,4+0,4 5,3%1,9 0-70 >0,05
SAA, mr/n 219,91+43,7 321,6%49,7 0-15 >0,05
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OPUINHAJIbHBIE CTATbU KAPANOJIOINs U PEBMATOJIOIMNSA

Tab6auya 2. Yactora (B %) noBbimennoii Konnenrpamuu IL-1p, IL-6, TNF-a, SAA B KpoBH, NIPOTEHHYPHH Y AIUEHTOB C CHCTEM-
HO¥ 1 cycTaBHOIi (hopMoii I0BeHWTLHOTO peBmarouaHoro aprpura (FOPA)

TTameHThI ¢ ccTeMHOM (hOPMOIA

TMatmeHTsI ¢ cycTaBHO# (hopMOit

LD EE e FOPA (n=20) IOPA (n=24) 4
IL-1B (6onee 50 rr/mu) 55,0 (n=11) 37,5 (n=9) >0,05
IL-6 (6omee 50 mr/mi) 60,0 (n=12) 20,8 (n=5) <0,01
TNF-a (6omee 70 mr/mo) 0 0
SAA (6omnee 15 mr/m) 100 (n=20) 95,8 (n=23) >0,05
TTpoTennypus 50,0 (n=10) 33,3 (n=8) >0,05

IL-1p (41,4%+10,6 ir/™mmm) m [L-6 (29,8+5,6 ir/™MI1) B KpO-
BM y JIeTell C MPEUMYILIECTBEHHO CYCTaBHOI (hOPMOIA.

CTaTUCTUYECKU 3HAYMMOTO pa3inyusl KOHLUEHTPALIMU
TNF-o u 6enka-nipeiecTBeHHUKA aMuonaa SAA B Kpo-
BU Y MALIMEHTOB B 3aBUCHMOCTU OT KJIMHUYECKON (POPMBI
00JI€3HU MPU CPABHUTEILHOM HCCIIENOBAHUM HE YCTAHOB-
sieHo (p>0,05). OqHako oTMeueHa TeHIEHIIUS K 0oJiee BbI-
COKMM TIOKa3aTesIsIM KOHILIeHTpauuu Oenka SAA B KpoBHU
y TIALIMEHTOB C CUCTeMHO popmoii (333,7£55,2 mr/n), yem
pu cycTaBHOM popme (227,3+39,5 mr/n).

ITpoBeneHa cpaBHUTENIbHAS OLIEHKA YaCTOTHI BBISIBJIC-
HUSI TIPOTEMHYPUH, MOBBILIEHHOM KoHIleHTpatuu [L-1f,
IL-6, TNF-0 1 6enka-mipeniecTBeHHUKa aMmuionsa SAA
B KPOBHM y MALIMEHTOB ¢ CUCTEMHOM U CyCTaBHO (hopma-
MU IOBEHUJIBHOTO pEBMATOUJIHOTO apTpuTa (Tao. 2).

YCTaHOBIEHO CTATUCTUYECKM JOCTOBEPHOE pasjinune
YaCTOTHI BBISIBJIEHHS MOBBIIIEHHON KOHIUEeHTpaunu 1L-6
B KpPOBM B 3aBUCMMOCTH OT KIIMHNYECKOI (pOopMEBI 3a0071¢e-
BaHUsl. Y OOJbHBIX C CUCTEMHOM (hOPMOIi MOBBIILIEHHbII
ypoBeHb [L-6 B KpoBM BCTpeyasicsl TOCTOBepHO dartie (Y
60,0%), yem y MalIMeHTOB ¢ cycTaBHO hopmoii (y 20,8%).
Paznmuue 4acTOTHI BBISIBICHUSI TTIPOTEUHYPUU, TIOBBITIIEH-
Holl KoHueHTpauuu IL-1B m Genka-npenirecTBeHHHUKA
amuiioraa SAA B KpOBM B 3aBUCUMOCTH OT KJIMHUYECKOM
¢GOpMEBI 00JIE3HN CTATUCTUIECKN HETOCTOBEPHO.

YV 20 naiyeHToB ¢ CUCTEMHO (hOpMOIi IOBEHUIHLHOTO
PEeBMaTOUIHOTO apTpPUTa YCTAaHOBJEHBI KOPPEISIIMOH-
HbIE CBSI3M, YKa3bIBAIOIIIME HA MPSIMYIO 3aBUCUMOCTb M€-
Ky KOHLIEHTpalMeil B KpoBU OeJiKa-TipeAIleCTBeHHUKA
amunonna SAA u mutokwHoB [L-1p u IL-6: ymepeHnHast
TTOJIOKUTEIbHAST KOPPEISLINS KOHIUEHTPAllUK B KPOBU
oenka SAA u I1L-1B (xoaddunuent INupcona 0,48); no-

JIOXKUTEIbHAsI KOPPEJSIIIMOHHAS CBS3b CPEeHE CTeTeH!
MeXIy KoHIeHTpamueit 6enka SAA u [L-6 B KpoBHU (KO-
apdunment [NMupcona 0,5).

B Tabn. 3 mpenacraBneHbl pe3yabraThl CPaBHUTEIBHOTO
nccnenoBanvst KoHteHTparwmii [L-1B, IL-6, TNF-o u 6eka
SAA B KpOBM y TTAlIMEHTOB C CUCTEMHOI 1 CyCTaBHO# (hop-
MaMM 3a00JIeBaHUS, UMEIOIINX U HE MMEIOIIUX MPOTeUH-
yputo. Cpenu O0JIbHBIX ¢ CUCTEMHOM (DOPMOIi ycTaHOBJIEH
JOCTOBEPHO OoJiee BrICOKUI ypoBeHB IL-1f u [L-6 B KpoBr
y MalIMEHTOB, UMEIOIIMX MPOTEUHYPUIO, B OTIINYKE OT OO0JIb-
HbIX 0e3 mporenHypun. CTaTHCTUYECKU 3HAUYMMOTO pa3-
ymanst KoHneHTpay TNF-o 1 6enka SAA B KpoBH y Ta-
IIMEHTOB C CHCTeMHOI (opMoil 0OJIe3HH, MPOTEKAIOIISH
¢ IPOTeNHYpUei 1 O6e3 TaKOBOM, He BbIsIBIIEHO (p>0,05).

B rpynne nmanueHToB ¢ cycTaBHON (hOpMOIi YCTaHOB-
JIeHa JIOCTOBEepHO 0oJjiee BbICOKAsi KOHIIEHTpalMsl Oeka
SAA B KpOBM Y TaIlMEHTOB, MMEIOIIUX MPOTEUHYPHUIO.
HoctoBepHoro pasnnuusi KoHIeHTpaumu [L-1B, IL-6
1 TNF-o B KpoBU y OOJIbHBIX, UMEIOIIMX U HE UMEIOIINX
MPOTEUHYPHUIO, HE YCTAHOBJICHO.

IlpoBeneHa cpaBHUTENIbHASI OllEHKA KOHIIEHTpAlMU
IL-1B, IL-6 1 TNF-0 B KpoBM y TAIIMEHTOB C HEAKTUBHBIM
W aKTUBHBIM IOBEHUJIBHBIM PEBMATOUIHBIM apTPUTOM,
UMEIOIINX U HE UMEIOIIUX TTPOTenHypuio. J{ocToBepHOTO
pazmuaust yposHst IL-1B, IL-6 u TNF-o B KpoBu y manm-
€HTOB C HEaKTMBHBIM apTPUTOM B 3aBUCUMOCTH OT HaJIu-
yus TIPOTEeMHYpPUHN He ycrtaHoBjeHo (p>0,05). YV manueH-
TOB C aKTUBHBIM I0BEHWJIbHBIM PEBMATOUIHBIM apTPUTOM,
WMEIOIINX TTPOTeNHYpHto, ypoBeHb IL-1B 1 IL-6 B kpoBU®
(126,4+25,9 n 109,7£29,3 nr/mMia COOTBETCTBEHHO) OBLIT
JIOCTOBEPHO 00Jiee BHICOKMM, YeM Yy OOJIbHBIX 0e3 TpoTe-
naypun (62,0+14,1 n 44,8+10,9 nr/M COOTBETCTBEHHO).

Tabauya 3. Konnenrpamus IL-1p, IL-6, TNF-a u 6eka SAA B KpoBH Y NALMEHTOB € CHCTEMHO# U cycTaBHOIi (opMaMil I0BEHMJTb-
Horo pesmaTtouaHoro aprpura (FOPA), umMeomux u He MMEIOIMX MPOTEUHYPHIO

Cucremnas popma FOPA CyctaBHas hopma FOPA
IoKASATCNE TTAlIEHTHI TIAIAEHTHI p TIAIIMEHTHI TTALAEHTHI p
06e3 MPOTeuHYpUUn C MPOTEeUHYpUeH 0e3 MpoTeuHypUUn C MPOTEeUHYpUEH
(n=10) (n=10) (n=16) (n=8)
IL-1PB, or/mi 38,4£16,0 124,7+23,6 <0,05 40,4%+10,3 51,9142 .4 >0,05
IL-6, nir/mn 43,2+15,2 102,4+27,8 <0,05 30,3%6,0 32,0£17,4 >0,05
TNF-o,, or/min 2,92+0,28 6,6613,46 >0,05 3,78+0,85 3,3410,52 >0,05
SAA, Mr/n 278,1£87,0 389,3+67,9 >0,05 135,2+37,7 384,4£5,0 <0,05
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Cmenanosa A.A. u coaem. JnarHoctyeckoe 3HaYeHue KOHIeHTparmu mtoknHoB IL-1, [L-6, TNF- u Genka-npeniecTBeHHUKa amuionia SAA...

CratucTyeckd 3HAYMMOTO pa3jiMuMsl KOHLEHTpaluu
TNF-a B XpoBM y yKa3aHHBIX MallMEHTOB HE BBISIBJIEHO
(7,043,8 1 3,59%1,16 1Ir/MJ1 COOTBETCTBEHHO).

¥V 44 naumneHTOB C IOBEHWIbLHBIM PEBMAaTOUIHBIM ap-

TPUTOM YCTAHOBJIEHBI KOPPEJISILIMOHHBIC CBSI3U:

*  TIOJIOXUTEJIbHAsI KOPPEJSILUSI CPeHEN CTEreHu Me-
Ky TIOBBIIIIEHHOW KOHLEHTpallMeil B KpoBU Oefka-
npeaiiectBeHHMka amuiaouna SAA u IL-1B (koad-
¢urnment [Mupcona 0,5);

* yYMepeHHasl TMOJIOXKHUTEIbHAS KOPPEISLUsI MeXIy
KOHILIEHTpalueit B KpoBu 6enka SAA u 1L-6 (kKoad-
¢unment [NMupcona 0,42);

* yMepeHHasl TOJIOXUTEIbHasi KOPPeJsIIIMOHHas CBSI3b
KJIMHWYECKON (opMbl 0O0JE3HM W KOHIIEHTpAlUMU
IL-1pB u IL-6 B xpoBu (Koadbumment [Tupcona 0,33
1 0,37 COOTBETCTBEHHO);

* yMepeHHasl TOJIOXUTEIbHasi KOPPesIlIMOHHas CBSI3b
MEXIy aKTUBHOCTBIO 3a00JIeBaHUsI U KOHIIEHTpalIue
IL-1p u IL-6 B xpoBu (koaddunment [Tupcona 0,44
1 0,39 COOTBETCTBEHHO);

* yMEpeHHasl TIOJIOXUTEIbHAsl KOppeJslus Halu-
Yus TIPOTEeUHYpUU U KoHIeHTpamuu IL-1B u IL-6
B KpoBu (kKoo duuueHt IMupcona 0,36 u 0,47 co-
OTBETCTBEHHO).

00cyxaeHue

IIpoBenena olleHKa KOHILIEHTpallUii OejIKa-Ipelie-
CTBEeHHUKa aMwmiionaa SAA, TPOBOCTANIMTETbHBIX IIU-
ToknHOB IL-1f, IL-6 1 TNF-a B kpoBU y 44 manneHTOB
B Bo3pacTe oT 3 10 17 JIeT ¢ 10BeHUJIbHBIM pEBMATOUIHBIM
aptputoM. [TojydeHHBIe TaHHBIE COITOCTaBICHUI C MPO-
SIBJICHUSIMU TIOpaKeHUsI TTOYeK Y 00CIeIOBAHHBIX A~
eHTOB. Y 40,9% o06ce10BaHHBIX OOJBLHBIX BBISIBIEHA N30~
JMpoBaHHas MpoTenHypust. Cpeau MalueHTOB, UMEBIITNX
poTenHypuio, B 94,4% cirydasix CyTouHast IPOTEUHYPUST
He ocTurana CTereHu He(pOTUIECKOTro CUHApoMma, y |
0OJBHOI C IJINTETLHOCTBIO CUCTEMHOM (DOPMEI 3a001e-
BaHUsA 14 JIeT IPOTEeMHYPUST TOCTUTAJIA CTETTIEHN Hedpo-
TUYECKOTO CUHIpOMA.

YcTaHOBIEHO TIOBBIIIIEHWE KOHIEHTpaluKu Oesika
MpealIecTBeHHKa aMmmionaa SAA B KpoBU y Bcex Ta-
LIMEHTOB C IOBEHWIBHBIM PEBMATOUIHBIM apTpuUTOM. [To-
JIyYEHHBIN Pe3ybTaT MOXHO OOBSCHUTH TeEM, UTO SAA
SIBJISIETCSI OEJTKOM OCTpPOit (pas3bl, OTHOCSAIIIMMCS K 0-TJI0-
OynuHaM. B psze uccienoBaHMit MOATBEpXIEeHA POJib
Oenka SAA Kak OZHOTO M3 YYBCTBUTEIbHBIX MapKepoB
aKTUBHOCTM CHCTEMHOTO BOCTIAJMTEIBLHOTO IIpoliecca,
0c000 ToTYepPKHYTA BhIpaXkKeHHasl BApuaOdeTbHOCTh MOKa-
3aTejieit KOHLIEHTpauuu SAA B KPOBU TALIMEHTOB C PEB-
MaTOWIHBIM apTputoM [36, 38, 41, 42].

IMokazaHo, 4TO BaxkKHYIO pPOJib KaK B TaToreHe3e Cu-
CTEMHOTO BOCTIAJIEHUST TIPU IOBEHWJIBHOM PEBMATOMIHOM
apTpuTe, TaK U B CTUMYJISILIMM TIPOLiecca aMUJIOUIOTeHe -
3a MIPY BTOPUIHOM AA-aMUJIOMI03€ UTPAIOT TTPOBOCTIA-
sutenbHble TMTOKWHBL [L-1B, IL-6 m TNF-o [33—35].
MBI TIpeCcTaBUIN Pe3yabTaThl CPaBHUTEIBHON OLEHKU
KOHILIEHTpALIMil YKa3aHHBIX [IMTOKWHOB B KPOBH B 3aBU-

CUMOCTH OT KJIIMHUYECKOI (POpMbI, aKTUBHOCTU 3a00J1€e-
BaHUs, HAJTUIUS TIPOTEUHYPUU Y OOTBHBIX IOBEHWIBHBIM
PEBMATOUIHBIM aPTPUTOM.

BrisBiieno, uro xonnenrpanust [L-18 u IL-6 B xpo-
BU Y OOJIBHBIX C aKTUBHBIM I0BEHUJBHBIM PEBMATOWU/I -
HBIM apTPUTOM JOCTOBEPHO BHIIIE, YeM y AeTe ¢ He-
AKTUBHBIM apTPUTOM, UYTO COTJIacyeTcs] ¢ JaHHBIMU
HUCCIIeNOBaHU, TTOATBEPXKAAIOIINX POJIb 3TUX ITPOBOC-
MaJTUTETbHBIX IUTOKUHOB B CTUMYJISIIIAM ITpoIlecca CH-
creMHoro BocniasieHus [34, 35]. [TonyyeHHBIE naHHBIE
CBUIETEIBCTBYIOT O TOM, 4YTO TIOBBIIIEHWE KOHIIEH-
Tpalli yKa3aHHBIX [IUTOKUHOB B KPOBU MOXKET OBIThb
MapKepoM aKTMBHOCTU CHUCTEMHOTO BOCIAJIUTEIbHOTO
npoliecca pu IOBEHWJILHOM PEBMAaTOMIHOM apTpuUTeE.

CornacHO MoOJIydeHHBIM HaMU pe3yJibraTaM KOHIIEH-
tparust IL-1p u IL-6 B KpoBU y GOJTBHBIX C CUCTEMHOM
¢dopmoii 60J1e3HN TIPEBBIIIIAET HOPMY U SIBJISIETCST TOCTO-
BepHO 00Jiee BLICOKOI, YeM Ipu cycTtaBHoOM ¢hopme. Haru
NAaHHBIE COTIACYIOTCSI C pe3yJbTaTaMu JIPYruX MCCIeno-
Banuit [34, 35]. Kak usBectHo, IL-6 sBiIsIeTCSI IJIaBHBIM
aKTUBATOPOM CHHTE3a OOJIBIIMHCTBA OCTPO(a30BLIX OeI-
KOB TIe4eHU! B OTJIMYHME OT IMPOBOCTIATUTETbHBIX IIUTOKM -
HOB IL-1 1 TNF-a, KoTOpble CTUMYJIUPYIOT JIUIIL CUHTE3
OT/IEJIbHBIX OEJIKOB U MOTYT JIEMICTBOBATh OMOCPEI0BaHO
yepe3 [L-6 [33, 43, 44]. Pe3ynbraThl Halllero UCClIen0Ba-
HUs corylacytoTcs ¢ naHHbiMu T. Miyamae u coaBrt. (2005)
un T. Tanaka, T. Kishimoto (2012) [43, 44].

B kpoBM y mamueHTOB, MMEIOIIMX MPOTEUHYPUIO,
YCTAHOBJIEH TOCTOBEPHO BbIcOKUI ypoBeHb IL-1p u IL-
6. B rpyrie manydeHTOB ¢ CycTaBHOM (opMoit Gosie3HU
oOHapyXeHa IOCTOBEpHO 0oJiee BHICOKAsl KOHIIEHTPALIUSI
oenka SAA y GoJIbHBIX € TIpoTerHypureit. Hamu BoIsiBiIeH
JIOCTOBEPHO OoJtee BhIcOKUit ypoBeHb [L-1P 1 IL-6 B Kpo-
BU Y MAIlMEHTOB C aKTUBHBIM IOBEHWJIBHBIM PEBMATOU/I -
HBIM apTPUTOM, CTPAJAIOIINX MPOTEUHYPUEH, B OTIIMYME
OT OOJIbHBIX O€3 TPOTEMHYPUH.

OTMeYeHBI TTOJIOKUTETbHBIE KOPPEISALIMOHHBIE CBSI-
31 MEXIy aKTUBHOCTBIO, KJIMHUYECKOH (popMoit Oose3HU
u koHueHTparmeit 1L-1B, IL-6. B psme mpyrux ucciemo-
BaHUI ObUIa BbISIBJIEHA KOPPESIINsS MEXIy KOHIIEHTpa-
LIMeli OCHOBHBIX TIPOBOCTAIUTETbHBIX TUTOKMHOB TNF-q,
IL-1B, IL-6 u TsKeCThIO CycTaBHOTO TIopaxkeHus [45, 46)].

YcTaHOBJIEHHBIE  TIOJIOXKUTENIbHBIE  KOPPESIIMOHHBIE
CBSI3M KOHIIEHTpALIMK OeJIKa-TMpeIlecTBeHHUKA aMUWIonaa
SAA u yposHs IL-1p, IL-6 B KpoBH y TIAIIMEHTOB TTOATBEP-
xmaroT ponb [L-1f, IL-6 B peryssiimy cuHTe3a MPOTeNHOB
OCTpoii (pa3bl, K KOTOPBIM OTHOCUTCS Oestok SAA. Ha ocHo-
BaHUU TOTO, uTO IL-1B, IL-6 CTUMY/IMPYIOT CHTE3 CHIBO-
POTOYHOTIO TIPEAIIeCTBEHHUKA aMuionaa SAA, ykazaHHbIe
LIMTOKWHBI MOXKHO pacCMaTpUBaTh KaK KOMITOHEHTHI TTaTO-
TeHETUYECKO 1IeTM Mpoliecca aMUIOUI0TeHe3a Mpy 1oBe-
HWJILHOM PeBMaTOMAHOM apTpuTe. B HatreM nccienoBaHum
cymrectBeHHast poib IL-1pB, IL-6 B mporiecce amumonaore-
He3a TIpY I0BEHWJIbHOM PEBMATOMIHOM apTpUTE TOATBEP-
JKIAeTCsl HaJIMYUEM  TTOJIOKUTETbHON  KOpPPEeJSILIMOHHOM
CBSI3W HAJIMYUS TTPOTEMHYPUU U TIOBBIIIEHNST KOHIIEHTPA-
1mn [L-1p, IL-6 B KpoBU y TTAITUEHTOB.
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ITo nannbM uccnenoBanuit, TNF-a Takxe siBisiercst
CTUMYJISITOPOM CUHTe3a OejiKa-TIpe/llecCTBEHHUKA aMU-
snouna SAA, Ipyrux MPOTEMHOB OCTPOil (a3bl U UTpaeT
BaXXKHYIO POJIb B MATOTEHE3€ PACCMaTPUBAEMOTro 3a00Je-
BaHusl u amuyiongoreHese [30, 44]. OmHaKo MbI HE BBI-
SIBUWJIM JOCTOBEPHBIX pa3nuuuii KoHueHTpauuu TNF-a
B KPOBM y MAllMEHTOB B 3aBUCUMOCTU OT KJIMHUYECKOM
(opMbI, aKTUBHOCTHU OOJIE3HU, HATTUYHS TIPOTEMHYPUU.

3akovyeHue

[loBhIlIeHNEe KOHIEHTPAIMA B KPOBM IIPOBOCIIA-
TuTenbHbIX TUTOKMHOB IL-1p, IL-6 u Genxa-npenie-
CTBeHHMKa ammiIonga SAA, MOJOXNUTEIbHBIE KOPPEs-
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OPUINHAJIbHBIE CTATbU HE®POJIOrns

HCI/IXOCOHl/IaJIbele ACIIEKThbI HapyIHEHI/Iﬁ MOYECHUCIIYCKAHUA Y aerei

C.JI. Mopo3os, B.B. Jlnun, M.M. Caonumckas

OCIN «Hay4yHo-1ccnenoBaTeNnbCKUn KIMHUYECKUIA MHCTUTYT neamatpum» FT60Y BMNO PHAMY um. H.W. Muporosa, Mockea
Psychosocial aspects of micturition disorders in children

S.L. Morozov, V.V. Dlin, M.M. Slonimskaya

Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Moscow

IIpoBeneH aHaIM3 NPUYMH BOSHUKHOBEHHSI NICHXOJIOTHYECKUX MPOOJIeM y eTeii ¢ HapylmeHHsIMA MOYEHCITYCKAHHS M PACCMOTPEHBI
conuajbHble (hAKTOPBI, BAUAIOIME HA KAYeCTBO XKU3HHU pedenKka. M3ydenne U NOHUMMaHUe ICHXOCOLMAJBHBIX ACIEKTOB HApyIIeHuii
MOYEHCITYCKAHUA y JeTeil SBJISeTCs BaXKHbIM KOMIIOHEHTOM B CTPYKTYPe TMArHOCTHKH U Tepanuu JaHHOii natonoruu. bosesnennoe
BOCHIpUATHE ce0sl B COLMyMe Cnoco0CTBYeT AabHeileil HeBPOTH3ALUM JHYHOCTH, HAPYIIEHNIO CONMATbHOM aIANTALMH, BO3SHUKHO-
BEHUIO IMOIMOHAJILHBIX U HEBPOTHYECKHX PaccTPoiicTB. CI0XKHOCTb COCTOUT B TOM, YTO JIaxKe MOCJIe NpeKpaleHns npoosiem ¢ Mo-
YeHnCIyCKAHHEM IICHXO0JOrHYeCKHe OTKJIOHEHHS! MOTYT COXPAHSATBCS ellle JOCTATOYHO 10aro. CBoeBpeMeHHOe y4acTHe ICHXO0JI0ra
B peadHIUTALUY NALMEHTOB OKA3bIBAET 3HAYMTE/IbHOE BJIMAHME HA YCIIEMIHOCTb IPOBOJMMO¥ Tepamnuu.

Karoueevte caosa: demu, Helipoeennas OUCOYHKYUS MOUEB020 NY3bIPs, IHYPe3, CUHOPOM OeUUUMA GHUMAHUSL C 2UNEPAKMUBHOCHIbIO,
CoyUaNbHas adanmayus.

The causes of psychological problems in children with micturition disorders are analyzed and social factors influencing quality of
life in a child are considered. The study and understanding of the psychosocial aspects of micturition disorders in children are an
important component in the structure of diagnosis and therapy of this pathology. Morbid self-perception in society contributes to
further personality neurotization, social maladjustment, and emotional and neurotic disorders. The complexity is that psychological
abnormalities may persist much longer even after micturition problems come to an end. The timely participation of a psychologist in

patients’ rehabilitation has a significant impact on the success of performed therapy.

Key words: children, neurogenic bladder dysfunction, enuresis, attention deficit/hyperactivity disorder, social adjustment.

H3yqune U TMOHUMaHME TICUXOCOIMATbHBIX acTeK-
TOB HapylIeHUI MOUYEMCITYyCKAaHUs y NeTel SIBIsi-
eTcsl BaXXHBIM KOMIIOHEHTOM B CTPYKTYpe IMarHOCTU-
KA U Teparuy JaHHOW TMaTOJIOTMU, TaK KaK OKa3bIBaeT
3HAYUTEJbHOE BJIMSIHME HAa KayeCTBO XXU3HM MAllMEHTOB
U YCIEIIHOCTb TPOBOAMMOM Teparnuu. AKTYaabHOCTb
9TOM TeMbI O0YCIIOBJIEHA, B TIEPBYIO OYepelb, JOCTATOYHO
IIUPOKUM PACIIPOCTPAaHEHWEM HapyLIeHWI MOYeuCITy-
CKaHM B AeTcKoi momymsiuuu — 15—-20% [1].

BaxHbIM sIBRISIETCS TIpsIMOE  BIIMsSIHUE 3a00JieBaHUS
Ha KayecTBO KM3HU HE TOJIbKO CaMMX IMallMeHTOB, HO U
MX CeMell B LIEJIOM M3-3a HETaTUBHbBIX BO3ICHCTBUI KaK Ha
COlLMabHOM, TaK W MEXJIMYHOCTHOM ypoBHe [2]. Kpome
TOTO, HEJIb3s MCKIIIOUWTh U3 PACCMOTPEHUSI M 3HAYMMBbIA
SKOHOMUYECKUI yiiepO, KOTOPbIi 00YCIOBIEH pacxoaaMu
MalMEeHTOB U UX CeMei Ha JIEKapCTBEHHbIE CPEICTBA, TIPeI-
METhI yXO/a, a TaKKe CHUXKEHUEM MX COLMATbHOM aKTUB-
Hoctu. Mcnonb3oBaHre COBPEMEHHBIX METOMIOB JICUSHUSI
W JIMarHOCTUKU TpeOyeT OOBEKTMBHOW OILIEHKM KayecTBa
>KU3HU U, TI0 BOBMOXHOCTH, MAaKCUMaJIbHOTO YBEJIMYCHUS
MepUOI0B KAaueCTBEHHOTO CYIIIECTBOBAHMS TAllMEHTOB |2,
3]. Takoii aHaIM3 MTO3BOJISIET CO3AaTh MOJIETb HanboJIee OIl-
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Anpec s koppecnonaenuun: Mopo3zos Cepreii JIeoHMIOBUY — H.C. OTAENA Ha-
CJIEJICTBEHHBIX U MPUOOPETEHHBIX OoJsie3Hel nmouyek HayuHo-uccienoBareiib-
CKOro KJIMHuYeckoro uHctutyra neaatpun PHUMY um. H.U. IMuporosa
JmvH Bragumup Buxktoposud — 1.M.H. ipod., pyk. TOTo Xe oTaena
Cnonnmckast Mapust MapkoHa — Bpau-uHtepH PHUMY um. H.W. TTuporosa
125412 Mockaa, yi. Tangomckast, 1. 2

TUMAJIBHOTO U 3(P(HEKTUBHOTO BeICHUST MALIMEHTOB C HApy-
LIEHUSIMA MOUYEUCITYCKAaHWSI, TIIe He TOJIBKO TTPUMEHSIIOTCS
(apMakosornyeckrue METOIVKH JICYCHUSI, HO M aKTUBHO
HCITONTL3YIOTCS Ipyrre HedapMaKoJIOTMUecKe BapUaHThI
Teparuu, B TOM YKUCJIe 1 ricuxojiorudeckue [1].

AHaJIN3 JAHHBIX MPOBEAEHHBIX MCCIEIOBAaHUN CBH-
JIETEIbCTBYET O TOM, UYTO 3a4acTyl0 SMOIMOHAJbHbIE
U TIOBeIeHUeCKre MpoOJieMbl, HEBPOTU3AIUS JTUIHOCTH
SIBJISIIOTCS CJIENICTBUEM JUTUTETLHOTO TeYeHUsI GOJIe3HU,
a MPOLIEHT JAeTei C TEPBUIHBIMU COLIMATBEHO-TICUXOJIOTH -
YeCKUMHM TTpobIeMaMu OTHOCUTENIBHO HeBemnK. Hepenko
JIETU CTPalaloT He CTOJIbKO OT OCHOBHOTO 3abo0JieBaHus,
CKOJIBKO OT TOCJENCTBUI W 3aTPYTHEHMI, CBSI3aHHBIX
C HUM: CMYIIIEHUE, pa3oyapoBaHue, 6ECITOKOMCTBO, pa3-
npaxeHue, cTpax 3araxa [4]. PebeHOK mocTtaToyHO 4a-
CTO TIOABEpPraeTcsl HacMellIKaM CBEPCTHUKOB, yIpeKaM
U JaXe HaKa3aHUSIM POAUTENIEl, YTO MPUBOIUT K ITOTEPE
YBEPEHHOCTH B cebe, 3a0CTpsIeT ero BHUMaHue Ha 60J1e3-
Hu [5]. PebeHok GouTcs HOUeBaTh BHE JIOMa, CTapaeTcsl
n30eraTh MOE30K B JIarepb, MyTelecTBrii. bore3HeHHOe
BOCIIpUSITHE CeOs B COIMYME CITOCOOCTBYET MaTbHEHIIei
HEBPOTU3AIMA JIMYHOCTUA, HAPYIIEHWIO COLMATbHOM
afanTanuy, BOSHUKHOBEHUIO SMOIIMOHATBLHBIX U HEBPO-
TUYECKUX PACCTPOMCTB: 3aMKaHUsI, TUKOWIHBIX THUTIEep-
KUHe30B. CIIOXHOCTh COCTOUT B TOM, UTO JaXKe IOCIe
MpeKpalleHusT dHype3a MCUXOJIOTUYECKUE OTKIOHEHUS
MOTYT COXPaHSIThCS ellle JOCTAaTOYHO A0JTO [6].

OO6paiass BHUMaHUE Ha KOHKPETHBIE TCUXOCOLM-
aJbHbIe (haKTOPbI, KOTOPBIE OKA3bIBAIOT 3HAYMMOE BITHSI-
HUE Ha pa3BUTHE HAPYIIEHWI MOYEUCITYCKAHMS Y IeTel,
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MOXHO BBIIEIUTH CIEAYIOIINE: POXIECHUE BTOPOTO pe-
OeHKa, CMEHa MecTa XXMUTEJIbCTBA, CCOPbl MEXIy POIM-
TeJsIMU, pa3BOJ POAMUTEINICH, TTocelleHre AeTCKOro caa,
MpoOeMbl B IIKOJIE, TIPU 3TOM JaHHBIe (haKTOphI OoJiee
3HAYUMBI TPU Pa3BUTHU BTOPUYHOTO DHYpe3a, HeXeln
nepBuyHoro [7]. Takum o6pazoM, MpoOIEeMbl C MOYEHC-
MMyCKaHWeM C TeYeHHeM BpeMeHU TIPUBOIAT K HapyIIeHU -
SIM TICUXOJIOTMYECKOM aanTalui U YyCUJIUBAIOT TeUeHUE
3a00J1eBaHUsI, BBI3BIBasI MOTIOJTHUTEIbHBIN CTPECC U MPO-
OJIeMBbI YK€ Ha COLIMaJIbHOM YPOBHE, YTO 0OOCHOBBIBAET
HEOOXOJIMMOCTh  TICUXOJIOTO-TIeJarOTUYECKON  pabOoThI
C JIMYHOCTHIO TIAIIMEHTAa 1 €T0 OKPYKEHUEM B 1IEJIOM, a He
B OTIEJIBHBIX acTeKTax.

Kaxk yxe roBopuioch BbIIIE, OMHUM M3 CaMbIX 3HAYM-
MbIX (hbaKTOPOB B TeUEHUM 3a00JieBaHUsI peOeHKa UTpaeT
€ro OKpyKeHue 1 0COOEHHO ero ceMbsi. HopmanbHO hyHK-
LIMOHMPYIOIIE CEMbU CTApalOTCs YIOBIETBOPSTH BCEM
MOTPEOHOCTSIM pebeHKa W TOIIEPKUBATh KOM(MOPTHYIO
TICUXOJIOTUYECKYIO0 OOCTAaHOBKY BHYTPU ceMbU. B ceMbsix,
rIe He MPUAEePXKUBAIOTCS 3TOTO MPWHIIMIIA, OTMEJYaeTcst
OTpUILIaHKE CYIIECTBOBAHUS MPOOIEM, N30eraHnue OTKPhI-
THIX BBIPaKEHU YYBCTB M OMOLIMIA, pa3MbITble JIMYHBIE
TPaHULIBl WICHOB CEMbHM, KOH(MIMKTHOCTh B3aMMOOTHO-
LIEHUH, OTCYTCTBUE 3a00Thl WM HA00OpOT — 4pe3Mep-
HocTb orieku [1]. TlepeuuncneHHble (pakTOpbl TTO3BOJISIOT
BBIICIUTH TPYIITY pUCKa, Te BHYTPUCEMEWHbBIE U MEXK-
JIMYHOCTHBIE OTHOIIEHWSI MOTYT HEraTUBHO TIOBIUATH
Ha pebeHKa, UMEIOIIEr0 pacCTPOCTBa MOUYEUCTTYCKAHUSI:

* CEMbM, IJie OIUH M3 YJIEHOB CEMbU OOJIEH aJIKOTOJIN3-
MOM;

* CEMbM, IJie OMWH WM 00a B3POCIBIX CTPANalT Jie-
Tpeccreil UIu TICUXUYeCKUM 3a00JIeBaHUEM;

* CeMbH, B KOTOPBIX OIWH U3 pOIUTEJIEH TTOTUO, a aApy-
TO He MOKET CITPAaBUTHCS C TOPEM U TTOTHOIIEHHO 3a-
OOTUTBCS O JIETSAX;

* CEeMbH, B KOTOPBIX CYIIECTBYET (PU3NIECKOE U TICUXU~
YECKOEe HACUJInE;

* CEeMbH, B KOTOPBIX peOEHOK YCBIHOBJIEH, HO TTOJTHO-
CTBIO HE TIPUHSAT;

*  CEeMbH CO CIUIIKOM CTPOTUMHM PETUTHO3HBIMU TTPUH-
LIMTIAMU.

PaboTas ¢ geTbMH, ceMbM KOTOPBIX BXOAST B JaH-
HYIO TPYIIIY, Bpauy clieayeT o0paTuTh 0co00e BHUMaHNe
Ha TICUXOJIOTUYECKUIT KOMITOHEHT 3abosieBaHus. [edu-
LINT POAMTEHLCKOTO BHMMAHUS W JIIOOBM, OTCYTCTBHE
JTIOJDKHOW peaklMKM Ha HYXKIbI peOeHKa, ITUTETbHOE TN~
IIeHWe YW 3HAYMMOE OTrpaHWYeHUEe YIOBIETBOPEHUS €ro
SKMU3HEHHO BaXKHBIX TTOTPEOHOCTEM He TOJMBbKO CHUKAIOT
TEMITbI pa3BUTHsI pebeHKa, HO W TPUBOIAT K TOBBIIIE-
HUIO YPOBHSI TPEBOTW B CUCTeMe PeOEHOK — POIUTENH,
YTO BBI3BIBACT IICUXOCOMATUUeCKOe 3a0ojieBaHue [2].

CoBpeMeHHbIe UCCIe0BAaHMS TTOKA3bIBAIOT, UTO pac-
CTPOMCTBA MOYEUCTTYCKAHUS Y JETe MPUBOIAT K TICUXO-
BEreTaTUBHBIM HapYIICHUSIM, KOTOPbIE UMEIOT COIMAITb-
HO-CpeloBoe mpoucxoxaeHue [8]. ABTOphI OTMedalor,
YTO B rpyIIie UCCIIeAYEMBIX ITap MaTh—aIUTs B 87% cityua-
€B UMeJICS PsiIl HETaTUBHBIX OMOJIOTMUECKUX W TICUX0CO-

LMaJbHBIX (PaKTOPOB MEPUHATATBHOTO TEPUOo/Ia: TecTo3,
aHeMMsI, yrpo3a TipepbiBaHusl OepeMeHHOCTU. B nanb-
HefilieM 0oJjiee MOJIOBUHBI MAaIlMeHTOB ObLIN TOABEPXKE-
Hbl MATEPUHCKON 1 CeMEMHON AenpuBaLlMU: HEeXETaHUE
JaHHOI OepeMEeHHOCTH, HeXeJlaHe UMETh peOeHKa JTaH-
HOTO T10J1a, KOPOTKUI TIEPUOJI TPYTHOTO BCKAPMJIMBAHUS,
pa3pbIB ¢ MaTepblO Ha TIEPBOM IOy XXU3HU, TOCTIATAIN-
3aums B crauuoHap. Okono '/, o6cnenyeMbIx ceMeit Obu
IUCYHKIIMOHABbHBI. Takke Oblia IMokasaHa KOppessi-
1S MEXTY BpEMEHEM U CTEeTICHbIO BBIPAXKEHHOCTHU Hapy-
IIEHWI MOYEUCITYyCKaHUSI U COBOKYIMHOCTBIO TIPU3HAKOB
NETpUBAIIMKA BHYTPU ceMbU. TakuM oOpa3om, Jist JOCTH -
JKeHUSI MaKCUMAaJTbHOTO 3 (eKTa OT MCUX0J0ro-Teaaro-
TMYECKOI KOPPEeKIIMU paboTa ¢ CEMbSIMU JOJDKHA HOCUTh
IPEeBEeHTUBHEIN xapakTep [8].

HewmanoBaxHyio poJib B JajibHEl1IEM TeUeHUH 3a00J1e-
BaHWSI UTPAET peakiivsi CEMbU Ha BO3HUKIIYIO TIPOOJIEMY.
B pesynbrare oco3HaHus Hanuuus 3a0oseBaHUsI, Hapy-
ILIEHUsT MOYEUCITYCKaHMsI, B YaCTHOCTH, B3POCJIbIE WICHBI
ceMbu (DOPMUPYIOT OMpPeaeIEeHHOE OTHOILIEHHUE K TTPOMC-
XOMSIIEMY, KOTOPOE TpaHCIUPYEeTCsl PeOEHKY, B Pe3ysib-
Tare 4Yero CUMITOMAaTUKa OOpeTaeT CMBICI M CTAaHOBUT-
Csl 3HAUMMOM T BCel ceMbU. DTO HaXOMUT OTpakeHUe
B CTWJIE POAUTENIbCKUX OTHOILICHUI U BJIMSIET HAa TeYCHUE
oose3nn. Cpeny BBIIENISIEMBIX TICHMXOJIOTAMM CTUJIC PO-
JMIATETHCKOTO BOCIIUTAHUSI Hanbosiee HeOIaronpusiTHbIMU
IUIST pPa3BUTUSI JIMYHOCTU peOeHKa SIBJISIIOTCSI pa3inyHbIe
¢GopMBI  OTBEpKEHMSI, TUIepornieka (CUMOMOTUYECKUA
CTUJIb), TUTIEpCOLIMaIr3als (AaBTOPUTAPHBIN CTUIIb), TH-
neporieka n nHdaHTUIM3aus. Hanbosee rapMOHUYHBIE
CTUJIM — TIpUHSITHE W Koorepauus. MccienoBaHue B3au-
MOCBSI3U JIETCKO-POIUTEILCKUX OTHOIIEHUI B CEMbSIX e~
BOYEK C HEMpPOreHHOW AMCPYHKIIMEH MOYEBOTO ITy3bIpsI
MoKasajio, YTo HanboJjiee YaCThIMU CTUJISIMUA BOCITUTAHUS
B TpyIIIIe AeTeli ¢ HelepsKaHUEM MOYM SIBJISUIMCh CUMOMO-
TUIECKUI, aBTOPUTAPHBIN M MTHPAHTUIN3UPYIONIHIA. [8, 9]
DTO MPOSIBIISIETCS MOBBIILIEHHON TPEBOKHOCTHIO MaTepeid,
CTpEMJICHMEM COXPaHUTb MaKCUMAaJIbHO OJIM3KYI0 MeX-
JIMYHOCTHYIO JUCTAHIIUIO B OOIIEHUM C I0YepsSIMU, CTPO-
TMM KOHTPOJIEM UX TTOBEIEHUS U TIOJJaBJIeHUEeM CaMOCTOSI-
TEJIbHOCTU U UHAMBUIYAJIbHOCTH IEBOYEK.

OtBepxxeHne pedbeHKa KakK CTUJb POAUTEIbCKU-AET-
CKMX OTHOIIIEHW I HETaTUBHO BJIMSIET HA €r0 COILMAJIbHYIO
ananraiuio. McciaenoBarensimMu Oblia ycTaHOBJIEHA TTOJIO-
JKUTeJIbHasi KOPPEJSIIIMOHHAsI CBSI3b MEK/Iy OTBEPXKEHUEM
pebeHKa MaTepbio 1 ero CTpeMJIEHUEM K YeJIMHEHUIO, CTe-
MEHbIO OTrOPOXKEeHHOCTU. MHMaHTUIN3UPYIOIINIT CTUIIL
POJIUTENILCKOTO BOCTIUTAHUSI TaKXKe HaKJIaIblBaeT 3Ha-
YUMBIi CJIe[l HA TICUXOJOTUYECKOe COCTOSIHUE JTUYHOCTU
pebeHKa: HefloBEpHEe CO CTOPOHBI MaTepu, YOeXKIEHHOCTD
B COOCTBEHHOW HEYCTENTHOCTH, HECaMOCTOSITEIbHOCTU
TakKe TMPUBOAAT K 3aMKHYTOCTH, CHUXKEHUIO XKeJTaHUsI
M CITOCOOHOCTH 00IIaThes co cBepcTHUKamMu [10].

Wccnenoanue ypoBHSI TPEBOXHOCTM B TpyMIie ae-
BOYEK C HEMpPOreHHOW AMCHYHKIIMEH MOYEBOTO ITy3bIpsI
MoKasajio, 4To y 3TUX TMALMEHTOK JaHHBIN IOKa3aTeslb
JIOCTOBEPHO BBIIIIE, a TaTOJOTMUECKNe BUIbI TPEBOXHO-
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CTH BCTPEYAIOTCS yallle, 9YeM y JeBOYEK TOTO Ke BO3pacTa
6e3 HemepxkaHus Moun. MccnenoBareneM Oblia BhISIBJIEHA
TIpsiMast B3aMMOCBSI3b YPOBHST TPEBOTH CO CTETTEHBIO BbIpa-
JKEHHOCTH paccTpoicTB moueunciycKanus [10]. YpoBeHn
TPEBOKHOCTH pebeHKa TakKe BIMsIET Ha CaMOOIEHKY
U aBTOPUTET cper CBepCcTHUKOB. [1o pe3ynbratam aHaIu-
3a aBTOP JIeJIaeT BBIBO, UTO JeBOYKU 7—9 JIeT ¢ HepOTreH-
HOW IUC(HYHKIIME MOYEBOTO My3bIPs CKIIOHHBI CBSI3BIBATh
YPOBEHb CBOETO aBTOPUTETA CPEAW OTHOKIACCHUKOB CO
3M0POBbEM, a 1eBouKu 10—12 jileT U3 aHaJIOrMYHOMI Tpym-
bl — C BHEIIHWUMU JaHHBIMU. [Ipy 3TOM OOBEKTHBHASI
caMOOIIEHKa y TaKUX JIeTe 3aTpyaHeHa, 9YTO CITOCOOCTBYET
MOBBILLIEHUO YPOBHSI TpeBoxkHOCTH [10].

PaccmaTpuBast icuxocolyaabHbIe acIeKThl HapyIle-
HUI MOYEUCITYCKaHWsI, BAXKHO OCO3HABATh, YTO HEPEIKO
3a0o0ieBaHMe He SIBIISIETCS M30JMPOBAaHHBIM. B Tocien-
Hee BpeMsl Bce 0oJblliee BHUMaHUE YAEISeTCsS BpadyaMu
Pa3IMYHBIX CMEIMAIbHOCTEN TaKOMY HEBPOJOTUYECKO-
MTOBeJCHIECKOMY PACCTPOMCTBY pa3BUTHSI, KaK CUHIPOM
JeduunTta BHUMaHUS C THIeppeakKTUBHOCTHIO. Coln-
ajJbHass 3HAYMMOCTh OTOHM TATOJOTUM HE BBHI3BIBAET CO-
MHEHUWIA: pa3TudHble CUMIITOMbI HEBHMMATEJIbHOCTH,
TUTIEPaKTUBHOCTh pebeHKa, TPYAHOCTU B YCBOEHWU HO-
BOTO MaTepuaja, HeClOCOOHOCTh ITUTENTHHO YIePKUBATh
BHUMaHME, CIOXHOCTH B TTOCTPOCHUM MEXITUIHOCTHBIX
OTHOIIEHUI CYIIECTBEHHO BJIUSIOT Ha KA4eCTBO KU3HM.
Cyl1ecTBYeT psiji UCCIIEN0BAHUM , 00be TMHSIOIINX CITELIM -
(pmyeckoe oBeIeHNE AeTel, CTpaIarOIINX JTaHHBIM CHH-
JIPOMOM, C HapYIIEeHUSIMU MOUYEHUCITYCKAHUST, TEM CaMbIM
00BsSICHSISI TPOOJIEMBI B TTIOBEIEHUECKOM cepe Kak KOM-
MeHCATOPHYI0 peaKkLMIo JUYHOCTM Ha pacCTpoucTBa
MoueucnyckaHus u sHype3 [11]. S. Park u coaBt. yna-
JIOCh MPOCJIEAUTh B3aUMOCBSI3b MEXIy MOJIHOW (popmoit
cUHIpoMa IeduInTa BHUMAHUS ¢ TUTIEPPEAKTUBHOCTHIO
U HOUHBIM 3HYPE30M, OOBSICHSSI COCYIIIECTBOBAHUE DTHUX
HapylIeHW B KOHTEKCTE MOKa He YTOUHEHHBIX eIMHBIX
HelipoOnonornyeckux Mmexann3mos [ 12]. McciremoBaTenn
13 JeTcKoro rocnurtais B @unanenbbuu npeanosaraior,
YTO DHYpE3 M JAHHBII CUHIPOM IO «HEBHUMATEIBHOMY
(beHOTUTITY» MOTYT OBITH BEI3BaHBI I€(PULIMTOM BO30OYXIE-
Hust. [IpoBomuiach olieHKa KayecTBa CHa y TMAlMEeHTOB
C HOYHBIM 3HYpPE30M B TPYIIIe AeTeil, CTpagarlouX CUH-
JIPpOMOM JAebUIIuTa BHUMAHUS C TUMEPPEaKTUBHOCTBIO.
OTMe4YeHo, UTO B TPYIIIE AeTeil ¢ 93HYPE30M CUMIITOMBI
HEBHUMATEJbHOCTU M CHOXOXIeHUE ObLIM Oosiee BbIpa-
SKEHHBIMH, a CTIOCOOHOCTb CAMOCTOSITETEHO TMPOCHYTHCS
OblJ1a HIKE, YeM B KOHTPOJILHOM IpYIINe IeTelt ¢ CHHAPO-
MOM JeUIIMTa BHUMaHUsI, HO Oe3 HapyIIeHUl MOYeuc-
myckaHusi. OOHaApYXUTh acCOIMALIMIO TaKO MaTOJOTUN
C KOHKPETHBIMU XPOMOCOMaMM He yaajoch [13].

IMokazaHo, 4TO MpPU TEPBUYHBIX PACCTPONCTBAX MO-
YEHCITyCKaHUsI, KOTOPbIe OOYCJIOBIEHBI B OOJIbILICH Mepe
ropaxkeHeM HepBHOI CUCTEMBI Ha JTIOOOM M3 €€ YPOBHEI,
MOBeIeHYECKHEe TIPOOJIEMBI SIBJISTIOTCST BTOPUYHBIMU. TO-
ra Kak Tpy MepBUYHOM 3HYpe3e CJIO0KHOCTA B O0y4eHUN
U CUHIPOM Je(PUIINTa BHUMAHUS C TUTIEPPEAKTUBHOCTHIO
HEeBHUMATEJIbHBIX IIOATUIIOB MOTYT OBITh CJIECTBEM CHU-

OPUINHAJIbHBIE CTATbU HE®POJIOrns

SKEeHUsI (PYHKIINU CEIEKTUBHOTO BHUMAaHUSI, KOHTPOJIAPYe-
MO MpedPOHTAILHOI KOPO TOJIOBHOTO MO3Ta, a TaKXe
CBSI3aHHBIMU C HeW TIepeaHel YacThio MOSICHOM M3BUIIU-
HbI, OCTPOBKOM, TUIOTAJIaMycoM U TajiamycoM [14]. Dto
00yCIIOBIMBAET HEOOXOMUMOCTh HE TOJIBKO TICUXOJIOTHYE-
CKOI1 peabUITali, HO M KOPPEKIIMHU IBUTATEIBHBIX Ha-
BBIKOB Y IeTeil ¢ HApyIIEHUSIMU MOYEHUCITYCKAHUST.

MHorouucieHHbIe  pEeKOMEHAAIMU,  TPUHSTHIC
K WCMOJBb30BaHUI0 KaK B Poccum, Tak M 3a pyGexoM,
MOAYEPKUBAIOT HEOOXOMUMOCTh WHCTPYMEHTAIBHOTO
WCCIIeIOBAHUST HUKHUX MOYEBBIX MyTei MpH OOJBIIWH-
CTBe HapyIIEHWI MOYEUCITyCKaHUs. Pe3ynbraThl ypomau-
HaMUYEeCKNX WMCCIIeOBAaHWI BBIXOAST Ha TEPBBINA TJIaH
MpU JAUATHOCTUKE Pa3IMYHBIX 3a00JIeBaHUI, OCTaBIISS
Mo3and KIWMHWYECKWI aHalu3 COCTOSTHUSI TallMeHTa
[15]. OOBeKTMBM3UPOBAHHOE MCCIEIOBAaHNE MOXET UITH
B yliep0 TMCHMXMYECKOMY 3I0POBBIO TMalueHTa. B mHO-
CTpaHHOW JINTepaType TPUBOAITCS JAHHBIE Pa3TUIHBIX
HCCIIeIOBaHMUIA, TTOATBEPKIAIOIINX 3TY TUITOTE3Y.

E. Stashinko u J. Oswald noka3zanu, 4To rpoBeaeHue
WHBAa3UBHBIX YPOJOTMUECKUX MCCIETOBAHUM, BKITIOYAsT
peTporpamHyio ITUCTOMETPUIO, IMCTOTpacduio, y Ie-
Telf TTPOBOLIMPYET BBIPaKEHHBIN CUTYAaLIMOHHBIN CTpecc
¢ (hopMHpOBaHUEM CTOMKUX CTPAxOB, MPU 3TOM MX Ha-
3HaueHue He Bceraa obocHoBaHo [16, 17]. Takum oGpa-
30M, CTpOroe 00OCHOBaHME TMOKa3aHU K MPOBEACHUIO
WHBAa3MBHBIX METOJOB YPOJIOTMUYECKOTO O0CeIOBaAHUS
MpeACTaBIISIETCS YPE3BBIYATHO BasKHBIM.

JIOTTOJTHUTENTLHBIM TTyTeM Pa3BUTHSI B 9TOI 00JIaCTH SIB-
JISIETCST TIOMCK aJTBTEPHATUBHBIX TIOIXOI0B K 00CIeIOBAHUIO
JIeTeill ¢ HapyIIeHUSIMU MOYEHCITyCKaHusl. Borpoc TexHuue-
CKOI BO3MOXKHOCTH HEMHBA3UBHOTO YPOIMHAMUYECKOTO 00-
CJIEMOBAHMST IIMPOKO OOCYKIAETCS, CYIIECTBYET PsII UCCIe-
JTOBAHUI, OMTUCHIBAIOIINX PA3TUMUHbIC aJITTOPUTMBI M METOIBI
JIMarHOCTUKM HapyieHuit Moueucmnyckanusi. Tak, N. Uluo-
cak M COaBT. MPOBEJIM CPABHUTENIbHBIA aHAIU3 TOYHOCTU
M3MEPEHUsT EeMKOCTH MOYEBOTO TTY3bIpsl Y IETel ¢ TUTIepaK-
TUBHOCTBIO IETPY30pa TPY UCTIOTB30BAHUN PA3TMYHBIX Me-
TOMOB. Pe3y/braThl CBUIETEILCTBYIOT O TOM, UTO 3HAYMMOIA
Pa3HUIIBI B U3MEPEHUSIX, TTOJYYEHHBIX C TIOMOIIBIO Perv-
CTpalyy JHEBHUKA MOYEHUCITYCKAHWS, YITETPa3BYKOBOTO KC-
CJIEOBAHUST MOUEBOTO TIy3bIpPsSl M PETPOTPATHON LIMCTOME-
TPUHU, BBISIBJIEHO He ObLIO. ABTOPBI CYMTAIOT, YTO JHEBHUK
MOYEHCITYCKAHUII MOXHO KCITOJThb30BaTh KaK JOCTaTOYHO
OOBEKTUBHBIN M TOYHBIN METOJ OLIEHKW €éMKOCTH MOYEBO-
TO TIY3BIPS Y JIETE C TUTIEPAaKTUBHBIM MOYEBBIM ITy3bIpeM
[18]. Wcronp3oBaHne B MPaKTUUECKOM NESTEIBHOCTH CITe-
LIMAJTEHBIX ONPOCHUKOB, KBAJTMMETPUUECKHU OLICHUBAIOIINX
He TOJIbKO KIIMHWYECKHE TIPOSIBIEHWS] MMKIIMOHHBIX pac-
CTPOVCTB y JeTell, HO M KayeCTBO KM3HU, MOXET BHECTU
BKJIaJl B YCOBEPILIEHCTBOBAHUE METOMOJOTMH KIIMHUYECKOM
OIICHKM HapylleHWil Mouencityckanus. HecMoTpst Ha To
YTO HEKOTOpbIe M3 TAOJUI] HECKOJIBKO 3aBBIIIAIOT TSDKECTh
CYIIECTBYIOIINX KITMHUYECKUX TTPOSIBIIEHUH, BCE OHM TOKa-
3BIBAIOT JOCTATOYHO BHICOKYIO 3(P(HEKTUBHOCTb U MOTYT KC-
TTOJTL30BATHCS Ha TIEPBBIX dTamax AMarHOCTUKY HapyIIeHUI
MOYEHUCTTYCKAHU Y IETEM.
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Moposos C.JI. u coasm. [lcuxocoluanbHble aCTIEKThl HAPYIIEHWI MOUEHCITYCKAHUS Y IeTeii

B GonbIIMHCTBE CiTydaeB TCUXOCOLMATbHBIE ACTIEKTBI
MaTOJIOTUY MOUEUCITYCKaHMSI He YUWUTBIBAIOTCS TIPU BeJie-
HHUM JeTeil ¢ HapyIIIEHUSIMM MOYEHCITYCKAHUSI, TEM CaMbIM
TOJTBKO YCYTYOJISISI COCTOSTHYE TTAITMeHTOB. JIeuatemy Bpady
CIIenyeT, TIpeXIe BCero, oopaiiath BHUMaHUE Ha TeUeHUE
OGepeMEeHHOCTH, paHHMIT KOHTAKT MaTepu U pebeHKa, Co-
LIMaJIbHOE 1 BHyTpHUceMeitHoe O1aromnosyune. O0s13aTeibHO
COBMeECTHOE HaOJIofieHNe U BeleHUe TTalMeHTOB C HEBPO-
JIOTaMM U TICUXOJIOTAMH, TaK KaK y A€TE YaCTO BBISIBIISTIOTCS
MOBeICHUECKYE HApYIIeHWs, CUHAPOM JedUIINTa BHUMA-
HMSI C TUTIEPaKTUBHOCTBIO, CHIDKEHHAsT CAMOOLIEHKA.

J171s1 perre HusI TpoOJIe MBI TTOSIBIISIETCSI HEOOXOIUMOCTD
B OpPTaHU3aLNU TICUXOJOTUYECKOM W COIIMATbHON TTOMO-
I TaKUM ceMbsiM. OpraHu3aiust IMCUXOJIOTMYECKUX Ka-
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OPUINHAJIbHBIE CTATbU HE®POJIOrns

Knmauyeckoe 3HaueHue onpejie/ieHUs MUIepMaIbHOr0 (pakTopa pocTa B KPOBH M MOYe
npu nuesioHedpure y aerei

H.H. Kanaoze, E.U. Cro600san, A.JI. Toedanwok, JI.U. [yoka

MeauumHckas akagemus um. C.UN. freopruesckoro @ra0y BO «KDY nm. B.N. BepHaackoro», Cumdeponons; [leTckuii caHa-
TOPHO-0300POBUTENbHbIN LEHTP «[pyxba», EBnaTopus

Clinical value of determination of epidermal growth factor in the blood and urine of children
with pyelonephritis

N.N. Kaladze, E.1I. Slobodian, A.L. Govdalyuk, L.1. Gubka

S.l. Georgievsky Medical University, V.I. Vernadsky Crimean Federal University, Simferopol, Republic of Crimea; Druzhba
(Friendship) Sanatorium Health Center, Evpatoria, Republic of Crimea

Lenb uccieioBanys: U3y4UTh YPoBeHb dnmaepMaibioro pakropa pocta (EGF) B cbIBOPOTKE KPOBH 1 MOYE MALMEHTOB C XPOHHYECKHUM
nMeIoHe()PUTOM B 3aBUCMMOCTH OT KJIMHIYECKOi (hopMbI M 0coOeHHOCTell TedeHus 3a0oneBanus. OocienoBansi 80 G0JbHBIX B BO3pacTe
ot 6 10 16 Jiet, U3 HUX 65 — B COCTOSIHMHI KJIMHUKO-71a00paTOpHOi pemuccui. Kpome TpaauioHHOro He)poaoruyeckoro 00c/Ie10BaHus,
TPOBE/IEHO onpezesiente B ChiBOPoTKe Kposu u Moye EGF, Tpancdopmupyromero dakropa pocra (TGF-p ), nucymnonono6uoro akro-
pa pocta (IGF—1), unrepaeiikunos (IL)-4, -10, -12 ¢ noMomipio CTAHAAPTHBIX HAOOPOB METOIOM TBePAO(A3HOr0 UIMMYHO(EPMEHTHOTO
aHam3a. BoisiBiieHo craTucTHYECKH 3HaUMMOe CHIzKeHue ypoBHs EGF B cbIBOPOTKe KPOBM 1 MOYE Y /IeTeii, MMEIOIMX B AHAMHE3€ YacTble
o0ocTpenus miesionedpUTa NPH JIUTEILHOCTH 3a00.1eBanus 0osiee 5—7 JieT. BbisiBieHa aHTATOHUCTHYECKAS B3aUMO3aBUCHMOCTDb YPOBHS
EGF c yposnem npouoporiyeckum nuroknnom TGF-f,. Hanporus, ¢ yposnem IGF-1, 001aatomym aHTHANONTOMIHBIMHI CBOHCTBAMH,
ypoBenb EGF cBs3aH ciIbHOI MPSIMOIii KOPPEJISIIMOHHON CBA3bI0. Y MAIMEHTOB C JIATEHTHbIM TedeHneM 0oJie3nn yposenb EGF B cbiBo-
POTKe KPOBH M MOY€E 3HAYMMO HIDKe, YeM NpH pemuauBupyiomem tedenun. 3nadenne EGF chIBOpoTKM KPoBH 0OJIBHBIX ¢ TPAH3UTOPHOI
THII0- WM TMIIOM30CTEHyYPHeii B aHAMHe3€e He OTIMYAIHCH OT HOPMbI, TOrA Kak ypoBeHb EGF Moun ObLT 10CTOBEPHO CHIKEH. BbiBOIBI:
TIPA HeOJIATONPUSITHOM TeYeHHH 320071eBAHNS, HECMOTPSI HA COCTOSIHUE KIIMHAKO-1a00PATOPHOIi PEMHICCHH, TOKYMEHTHPOBAHHOI MOCpe/I-
CTBOM TPAJMIIMOHHO MPUHATOTO B HehPOYPOIOrHIECKOii MPAKTUKE KIMHUKO-1A00PATOPHOTO 00C/IeI0BAHMS, OTMEYEHbI I0CTOBEPHO HU3-
Kue nokaszaresu coaepkanns EGF kak B cbIBOPOTKe KPOBH, TAK U B MOYe.

Karoueswte caosa: demu, xpornuueckuii nuesonedppum; snudepmanvuslii pakmop pocma, obocmperue, ONUMeAbHOCHb 3a001e8aHUS.

Objective: to study the value of epidermal growth factor (EGF) in the serum and urine of patients with chronic pyelonephritis (CP) depend-
ing on the clinical form and features of the disease. Eighty patients aged 6 to 16 years, including 65 who were in clinical and laboratory
remission, were examined. In addition to traditional nephrological examination, the serum and urinary levels of EGF, transforming growth
factor-B, (TGF-B,), insulin-like growth factor-1 (IGF-1), and interleukins (IL)-4, IL-10, and IL-12 were determined by a standard set of
solid-phase enzyme immunoassay. There was a statistically significant decrease in serum and urinary EGF level in children having a history
of frequent CP exacerbations and a disease duration of more than 5—7 years. An antagonistic relationship was found between of EGF and
the profibrotic cytokine TGF-p,. On the contrary, EGF is strongly related to IGF-1 having antiapoptotic properties. In the patients with
latent CP, the serum and urinary EGF levels were significantly lower than in those with recurrent CP. In patients with a history of transient
hypoisostenuria, the serum level of EGF did not differ from the normal ones whereas its urinary level was significantly decreased. Conclu-
sion. Significantly low serum and urinary EGF levels were noted in the patients who had an unfavorable disease and were although in clinical
and laboratory remission documented by the clinical and laboratory examination traditionally accepted in nephrourological practice.

Key words: children, chronic pyelonephritis; epidermal growth factor, exacerbation, disease duration.

9nmlepManLHHﬁ daxkTtop pocta (EGF) otkpbut B 60-x
rofax asaauaroro cronerust S. Cohen (CLIA) — ceiH
smurpantoB u3 Poccun. B YHmBepcurere BanmepOoumin-
Ta UM OBIT pa3paboTaH METOJ, IMO3BOJISIOIINI BHIIEISATH
n ouniath EGF u3 catoHHBIX skene3 Mpimmu. B 1975 T S.
Cohen Boimenun EGF uenoBeka u3 mMoun OGepeMeHHBIX
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JKEHIIIMH U YCTAaHOBWJI €r0 aMMHOKUCJIOTHYIO TOCTIeI0Ba-
TeJIbHOCTh. OOUH U3 ero Kojuier otMeTwi, 9ro S. Cohen
«TIPUHAJIEXUT K TTOKOJICHUIO YYEHBIX, KOTOphIE JeatoT
HayKy caMU, U y HEro Ha pyKax /1o cux rmop mosojiu». EGF
cTaj BAXKHBIM MHCTPYMEHTOM MCCJIEOBAHUSI OMOXUMUYE-
CKHX CUTHAJIOB, PETYJIMPYIOLINX AeJieHue 1 AudhepeHII-
POBKY KJIETOK. 3HAaYMMOCTb JAHHOTO OTKPBITHS ISl Ha-
VKM OTpefesisieTcsl BpydeHHeM aBTOpY COBMecTHO ¢ R.
Levi-Montalcini HoGeneBckoit npemMuu mo ¢Gpu3uosoruu
u MeauiHe B 1986 T. «B 3HaK MpU3HAHMUS WX OTKPBITHIA,
uMmeroux (pyHaaMeHTaIbHOe 3HaUeHUE NIl TIOHUMaHUSI
MEXaHM3MOB PEryJIsIIIMM POCTa KJIETOK U OpraHoB» [1].

B nanbHeiilieM B 3KCIEpUMEHTE M B €CTECTBEHHBIX
YCJIOBUSIX ObUIM TIpE/ICTaBICHBI TIPSIMbIE J0Ka3aTeIbCTBA
ponu curHanu3auuu EGF—EGFR B moukax [2, 3]. MHo-
TOYMCJICHHBIMU UCCJIEIOBAaHUSIMU Oblla JI0Ka3aHa poOJib
EGF B niporpeccupoBaHrm XpOHUUYECKMX OOJIE3HEH TTOUeK.
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Kanaosze H.H. u coasm. KnuHndeckoe 3HaUeHMe OMpeeieHIsT AMIIepMabHOTO (hakTopa pocTa B KpOBU 1 MOUE MPHU MUeNoHedpuTe y neteit

Tak, M3yyeHre TMCTOJOTUYECKUX DPE3yJIBTaTOB 00pas3lioB
MOYEK AeTel C TSHKeJTbIMU pedItoKc-HedponaTusMuy Bbl-
siBUJ0 nofasieHue akcrpeccu EGF B mpokcruManbHbIX
KaHaJIbllax, TOrJa Kak B 3JI0POBBIX MOYKAX MMeIa MECTO
BbIpaxkeHHast aKkcripeccusi EGF, uro nmo3Bonuio aBropam
caenathb BbIBOA O KitoueBoi ponu EGF, cuHresupyemoro
TyOYJISIpHBIMU 3JIEMEHTaMU, B MaToreHe3e TyOyJIOWHTEp-
CTULIMAJIBHOTO TIOBPEXIEHUSI TIpu peduitokc-Hedpomna-
t™au [4, 5]. 3HauuTenbHOE TIoAaBieHue aKcnpeccun EGF
10 CPAaBHEHUIO C KOHTPOJIbHOM TPYIITION BBISIBJIEHO TAKXKe
MpU WHTPAONEPALVOHHON MOYEYHOU OWOTICUU Yy NEeTei
¢ OOCTpYKIIMEN MUeNOypeTPaTbHOTO CerMEHTA U P~
BUpYIOIIel MH(DEKIIE MOYeBOM CUCTEMHI [6].

B memmatpuueckoit Hedposorun Hambojiee 000C-
HOBaHHBIM B CWJY CBOE€i HEWHBAa3WUBHOCTU SIBJISICTCSI
uccnenoBanne EGF B moue. Tak, ompenenenue EGF
MOYHU Y JIeTeil ¢ OOCTpYKLMEH MUEeT0ypeTpaJbHOTO Cer-
MEHTa W PelUANBUPYIONIEH WH(PEKIME MOUYEBBIBOIS-
KX MyTeil MoKa3ajo CyLIECTBEHHOE YMEHBIIEHUE €ro
KOHIIEHTpAILIMY TI0 CPaBHEHUIO ¢ KOHTPOJIEM, YTO KOp-
peIMPOBAIO CO 3HAYUTEIbHBIM CHUXKEHUEM IKCITPECCUU
reHa EGF, xoTopblii ObLT HAIpSIMyIO CBSI3aH CO CTere-
HbIO TYOYJISPHBIX TOBPEXACHUI M MOPGHOIOTMIECKUX
U3MEHEHU B Mouke. Xupypruueckoe JieueHue MpuBesio
K YAYYIIEHUIO MOYEUYHBIX (DYHKIIUIA U 3aMETHOMY TTOBBI-
meHuto koHueHnTpauuu EGF Mmoun [7, 8]. ABTophI pador,
MOCBSIIIEHHBIX WCCAEAOBAHUIO KMCTO3HBIX JUCILIA3UiA
MOYeK y JAeTel, MPUIILTU K BBIBOAY, YTO BBICOKAsSI KOHIIEH-
tpauuss EGF B Mmoue roBopuT 00 aKTMBHOCTU €ro BbIpa-
6oTKu mposrdepupyrommnm srnutearem [9, 10]. Hampo-
TUB, B COAEPXUMOM KMUCT KoHUeHTpaiuss EGF Huzkas,
YTO CBUJETEIBCTBYET 00 aKTMBHOCTU MATOJOTMYECKOTO
npoliecca KUCTOOOpa3oBaHMS, TaK KaK B CBSI3aHHOM C pe-
LIENTOPaMU COCTOSIHUM 3TOT MOJMIIENTU CTUMYJIUPYET
npoliecc mpoaudepanuu MUTENNs, a 3HAYUT aKTUBU3U -
pYeT POCT KMCTO3HOM TMOJIOCTH.

OnHako HEMHOTOYMCIEHHOCTh MCCJIEIOBAaHUM B TIe-
IMATPUYECKOI TIpaKTUKEe Yy TMallMeHTOB C MMKPOOHO-
BOCTIAJIUTEIbHBIMU TIOPAXKEHUSIMU TIOYEK, OTCYTCTBHUE
naHHBIX 0 3aBUcuMocTU YpoBHS EGF oT knmHuyeckoit
(GopMBI, TIUTETBLHOCTH TEYEHUS] MUKPOOHO-BOCTIA-
JINTEJIBHOTO TIpoliecca, 4YacTOThbl OOOCTpPeHMH, MUX aK-
TUBHOCTU, (PYHKIIMOHAJIBHOTO COCTOSIHUSI TIOYeK, Ha-
CJIEICTBEHHOCTH Yy JeTell, CTpajarolIuX XPOHUYECKUM
nueaoHe(PUTOM, SIBUJIMCH OTIIPABHON TOYKOM U 1IETbIO
HACTOSIIIIETO UCCIIeIOBAHNSI.

IHeabp uccnenosanus: usyuutsh 3HaueHne EGF B cbi-
BOPOTKE KPOBU U MOY€ MAlIMEHTOB C XPOHWYECKUM TTHE-
JIOHE(PUTOM B 3aBUCMMOCTH OT KJIMHWUYECKOW (hOPMBI
1 0COOEHHOCTE! TeueHUsl 3a00JIeBaHMSI.

XapaktepucTtuka petei u Mmeponbl UCCrefoBaHUS

Oo6cnenoBanbl 80 mereitr B Bo3pacTte oT 6 g0 16 et
C XpOHUYECKUM TMUETOHE(DPUTOM, TTPOKUBAIOIINX Ha Tep-
putopuu ceBepo-3anana Kpbeima. ITo reHaepHOMYy cocTaBy
npeobmagamu neBouku — 67 (83,75%). OOGCTPYKTUBHBIM
resioHebputom ctpaman 71 (88,75%), HeoOCTpyKTUB-

HBIM — 9 (11,25%) obcnemoBaHHBIX. YKa3aHHBIN TUATHO3
YCTaHABIMBAJICSI HA OCHOBAHUY OOIIETIPUHSATHIX KPUTEPHU-
eB B cootBeTcTBUM ¢ MKDB X. [pynmy KOHTpossi cocTaBu-
71 15 YCIIOBHO 3MOPOBBIX MeTeil aHAIOTUYHOTO BO3pacTa,
He UMETOIINX XaI00, KITMHIYECKHUX TIPU3HAKOB M aHAMHe-
CTUUYECKUX JaHHBIX, CBUICTEIHCTBYIONINX O HATMINY Ka-
KOTo-HUOYIIb XpoHUYeCcKoro 3abosieBanus. [Tpotokosn uc-
CJIeIOBaHUST OJ00PEH STUUECKIUM KOMUTeTOM KpbIMcKOTO
TOCYIapCTBEHHOTO METUITMHCKOTO YHUBEpCUTETa WUMEHU
C.H. Teopruesckoro (rporokos Ne 1 ot 28.08.2012 1n).

Meroabl uccaenoBanusa. KoMmIiekc 1abopaTOpPHBIX
WCCIIeIOBaHUI, TOMUMO TPaIUIIMOHHO TIPUHSITOTO
B He(pOypoJOTUUECKOI MpaKTUKE, BKIIIOYA Onpeaese-
HUE B CBIBOPOTKE KPOBM ¥ MOY€ MAIlEHTOB STMUAepMaTb-
Horo ¢akrtopa pocrta (EGF) mocpencTtBoM craHmaprt-
Horo Habopa eBioscience (Bender MedSystems GmbH,
Austria). UccnemoBaHue ypoBHSI TpaHC(HOPMUPYIOIIETO
(axropa pocta (TGF-B,), nHcynuHonono6Horo ¢akro-
pa pocta (IGF-1) B CbIBOPOTKE KPOBHM, & TaKXKe f3, —Mu-
KpOTJIO0YJIMHA B CBIBOPOTKE KPOBU M MOUE TIPOBOIMITI
C TMOMOIIBI0 cTaHIapTHBIX HabopoB «DRG int., Inc»,
CILIA. Wurepneiikun (IL)-4, -10 onpenensuii ¢ noMo-
1IbIO CTaHAApTHBIX HabopoB («Bekrop bect», Poccus),
IL-12 — mocpencTBom craHmapTHoro Habopa (eBiosci-
ence, ABctpusi). MccnemoBaHUST TIPOBOOMIM METOIOM
TBepnoha3HOro UMMYHO(DEPMEHTHOTO aHAIM3a TIPY TT0-
MOIIY MTOJIyaBTOMaTH4YecKoro aHaiausaropa Stat Fax 2100
(CIHA). lnst crangapTU3aliiy pe3yibTaToB PaCCUMThIBA-
JIOCh COOTHOIIICHUE ITUTOKMHOB K YPOBHIO KpeaTMHWHA
B Pa30BbIX YTPEHHUX MOPILIUSIX MOYU.

KoHcTaramio oO0CTpyKTUBHON ypOIIaTUN TPOU3BO-
VT Ha OCHOBAaHUM CTaHIaPTHOTO PEHTTEH-YPOIOTHYe-
CcKOro o0cenoBaHus (3KCKPETOPHO# yporpaduu U MUK-
IIMOHHOW IMCTOypeTeporpaduu) ¥ yabTPa3ByKOBOTO
ncciaenoBaHus. B ciyyae HEOOXOMUMOCTH HOTTOTHUTETh-
HO TIPOBOAWIN He(POCTIMHTUTPADUIO C TIEThI0 TUHAMU-
YeCKOU OIIEHKN 9KCKPETOPHON (PYHKITUH TIOYEK.

Bce uccnenoBaHust ObUTH TTPOBENEHBI B COOTBETCTBUN
C OTUYECKUMU TPUHIIMIIAMU, TIPUHSITBIMU XeJTbCUHCKOM
nexnapauveit u KauecrBenHoit Knmnuyeckoii IlpakTu-
koit (GCP) oTHOCUTEIBHO MEAMITMHCKOTO UCCIIETOBAHMUS,
KOTOpOE TIPOBOIUTCS C yJacTueM Joneir. OT poamreneit
u neteit crapiie 12 jieT, MPUHUMABIINX yIacTHe B UCCTIe-
JOBaHWU, OBLJIO TIOTYYeHO MUCbMEHHOE MH(MOPMUPOBAH-
HOE corjlacue Ha TIPOBeIeHNEe JTAHHOTO UCCIIeTOBAHMSI.

CTaTUCTMUECKWI aHaIU3 pPe3yJIbTaTOB TIPOBENEH
C WCTIOJIb30BaHWEM CTaHIAPTHOTO IMaKeTa MPUKIIATHBIX
nporpamMm Statistica v. 6.0 (StatSoft Inc., CIIIA). Uc-
TTOJTH30BaJTM METOIBI OIMCATEIbHON CTATUCTUKU, JIHC-
MEePCUOHHBI W KOPPEIALMOHHBIN aHamu3. Hopmaib-
HOCTb pacIIpeie/IeHNsI TIPOBEPSITU C TIOMOIIIBIO KPUTEPUST
lanmupo—Yunka. OmnucaTenbHasT CTaTUCTUKA TIpU3HAKA
BKJIIOYAJIa CpefHIo apudmerudeckyio (M) t konuue-
CTBEHHOE OTKJIOHEeHUE (m). 17151 OLeHKU MEXTPYNIOBBIX
pa3 NIl KOJTMYECTBEHHBIX JAHHBIX TPUMEHSIIA KPUTE-
puit ManHa—Yutau unum ANOVA Kpackena—Yosiuca.
CpaBHeHME 4acTOT OMHAPHBIX TIPU3HAKOB OLIEHUBAIOCH
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TT0 KPUTEPUIO >, AHAIN3 3aBUCIMOCTH MEX]Ty IpHU3HaKa-
MM TPOBOAMIIA C TTOMOIIbI0 KpuTepust CrimpmeHa. Pas-
JIMYYSI CYUTAM CTATUCTUIECKU 3HAUMMBbIMU TIpu p<0,05.

Pe3ynbraTbl

AHaIN3 KIIMHUKO-aHAMHECTUYECKIX 1 JTAOOPaTOPHBIX
JIAHHBIX TTO3BOJIMJ KOHCTaTHpoBaTh y 65 (81,25%) nereit
COCTOSTHME CTOMKON KJIMHUKO-T1a00paTOPHOI peMHUCCUU
cpokoM Oosee 3 mec. CpeaHsisl TIPOAOJIKATEIBHOCTD pe-
Muccuu coctaBuia 7,2+2,1 mec. B coctrossHuM HenoHo
KJIMHUKO-JTA00PATOPHON PEMUCCUU  TTPONOJDKUATEITHHO-
cThio MeHee 3 Mec Haxomwiuch 15 (18,75%) maneHTOB.
PelmnuBupyiolee Te4eHUE XPOHUUECKOTO MMHeIOHe(hpH-
Ta 6bLTO XapakTepHo st 67 (83,75%) neteii, TaTeHTHOE —
st 13 (16,25%). Bee et BMOMEHT 00CTIeIOBAHUST UMETU
COXpaHEeHHbIe KOHIIEHTPALIMOHHYIO, a30TBBIICTUTETEHYIO
(byHKIIMM TI0OYeK M HOpMAaJIbHBIE ITOKa3aTelu CKOPOCTU
KJ1yO00uKOBOM (hriibTpaliuu no dhopmyse Schwartz, omHaKo
y 14 (17,5%) GOMBHBIX B IIEPUOLI, TTOCIIEIHETO 00OCTPEHUS
Ha BBICOTE KIMHUYECKUX TPOSBICHUN OBbLIO 3a(pUKCHU-
pOBaHO TPAH3UTOPHOE CHIDKEHWE KOHLIEHTPALMOHHOMN
(yHKIIMY TIOYeK B BUIE TUIO- WIM TUITOM30CTEHYPHH.
B mpencraBieHHOM WCCIeNOBaHUN 3a00JICBAHUS TTOUEK
V POICTBEHHUKOB TIEPBOI CTEITEHN POACTBA HAOTIONATUCH
y 37 (46,25%) neteit, 16 (20%) marepeii B TeueHUe Gepe-
MEHHOCTH TIepeHeCTN O0OCTpeHUEe XPOHUIECKOTO TIHe-
noHedpuTa. Bece metTm mMmenu HopMaibHBIE MOKa3aTeu
KIMHUYECKUX UCCIIEIOBAaHNUI KPOBU M MOYH. JITMarHOCTH-
YeCKM 3HaYMMast 0aKTepuypHst OTCYTCTBOBAJIA.

Ha mepBoM 3Tame ucciienoBaHUs HAMH OIICHUBAJIOCH
conepxanue EGF B Ouosornueckux cpemax — KpOBU
1 MOYe B OOIIIeil KOropTe OOJBHBIX XPOHUUYECKUM TTHUENIO-
Hedpurom. [TonyueHHsie cpeqHue 3HaueHusi EGF coeiBo-
potku kposu (191,15+7,86 nir/mi), u moun uEGF/uCr
(61,66%3,13 Tir/MMOJTb) JOCTOBEPHBIX OTIWYMI OT TMOKa-
3aresieid KOHTpOJbHOM rpymibl (164,11+£11,53 rir/mi B ChI-
BOPOTKE KpoBU 1 59,6314 ,41 1ir/MMOITb B MOY€) HE UMEJTH.

C uenvto usyyenust cogepxaHusi EGF y GonbHBIX
XPOHUYECKUM THEJIOHEMPUTOM € YIETOM pPa3TUIHbIX
XapaKTepUCTUK 3a00JIeBaHUS BBIIEISUTACH CIIEAYyIOIIre

OPUINHAJIbHBIE CTATbU HE®POJIOrns

TPYTIIIBL: TIO KITMHUYECKO# (hopme (0OOCTPYKTUBHBIN U He-
OOCTPYKTUBHBIN XPOHUYECKUH TTHETOHE(DPUT), TTUTETb-
HocTH 6oJie3HM (10 3 1eT — 1-g rpymma, ot 3 10 6 JieT — 2-4
rpymnma, 6oyee 6 et — 3-s TpyIIa), 4acToTe pelUINBOB
(2 paza B roa u yaie — noAarpynisl 1A, 2A, 3A u meHee 2
pa3 B rox — noarpynnsl 1b, 2B, 3b), xapaktepy TeueHust
(peuyauBUpYIOIlIee U JTaTEHTHOE), TI0 COCTOSIHNIO (DYHK-
LU TT0YeK (C apuMaibHBIMU HAPYIIEHUSIMU 1 0€3 HUX).

HecMorpst Ha pa3nuuus B MexaHU3Max pa3BUTHUsI 00-
CTPYKTUBHOTO U HEOOCTPYKTUBHOTO XPOHUYECKOTO TTHE-
noHedputa, ypoBeHb EGF Kak ChIBOpOTKM KpOBH, Tak
1 MOYU HE UMEJT TOCTOBEPHBIX PA3IUUUI HU MEXKITY KIIM-
HUYECKUMU (popMaMu, HU C TPYIIION KOHTPOJIS.

CpaBuenue nokasareneit EGF mammenTtoB ¢ pa3s-
JIMYHOW JTUTEIbHOCTHIO OOJIE3HU M 4acTOTOH 000CT-
peHUll TO3BOJUJIO BBISIBUTH 3HAUMMble W3MEHEHUS
B 3aBMCHMOCTH OT COYETaHUs paccMaTpuBaeMbIX (hak-
TopoB. Tak, 43 (53,8%) pebeHKa ¢ 000CTPEHUSIMU pexkKe
2 pa3 B roji, BHE 3aBUCUMOCTHU OT MPOIOJKUTETbHOCTH
3aboneBanus (rpynnsl 1b, 2b, 3b), noctoBepHBIX OT-
kjoHeHu# ot ypoBHeit EGF kpoBu 1 MOuu KOHTPOJIb-
Ho#i rpynnbl He uMenu (tabja. 1). IlaumeHTs, 000CT-
peHUsT y KOTOPBIX ObLIM 2 pa3a B roj U yaiie (ITpyribl
1A, 2A, 3A), HanmpoTHUB, UMEJIM pa3HOHAIIPaBJICHHbIC
JMOCTOBEPHBIE OTKJIOHEHUSI OT KOHTPOJbHOM TPYIIHI,
3aBUCSIINAE OT JJIUTEIBHOCTU TEUEHUS XPOHUYECKUM
nuenoHedpuTom. BrisiBiieHa MpsiMasi KOppeasiiMoOHHast
cBsi3b Mexny conepxxanuem EGF B kposu n uEGF/uCr
mouu (r=0,82; p<0,01).

VY nanumeHToB ¢ pa3InyHON JJIUTETbHOCTBIO XPOHU-
YeCcKoTo MueoHedpuTa U KpaTHOCTbIO 000CTpeHMIT ya-
croTa BcTpeuaeMocTtu 3HaueHnss EGF ceiBopoTkm Kpo-
BU Bbilie 90 (228,99 nr/mia) mpouUEeHTUIbHBIX I'PaHUIL
YCJIOBHO HOPMBI ¢ J0cToBepHOCTBHIO p=0,006 B mon-
rpyrmne A u p=0,043 B moarpynne 2A mpeBajiupoBaia
HajJ 4acTOTOW HOpMasIbHBIX MoOKazaTejel. HampoTus,
yactota BcTpeyaeMocTu 3HaueHus: EGF creiBopoTkmn
kpoBu Huxke 10 (100,09 nr/mi) mpoueHTUIbHBIX TI'pa-
HUII YCJIOBHOM HOPMBI € IocTOBepHOCTHIO p=0,031 ObLITa
omnpeaeieHa B rmoarpymre 3A.

Tabauya 1. 3navenns EGF coiBopoTKH KpoBu (B nr/MJ1) M MOYH (B IIT/MMOJIb) B 3aBUCHMOCTH OT MPOJAOJIZKUTELHOCTH XPOHUYECKO-

r0 nresioHe)pUTa M YACTOThI penanBUpoBaHus 001e3nu (1=80)

Ipynna: inutenbHOCTh 601e3HU [Monrpynma: yacrora 060CTpeHMIt ChIBOPOTKA KPOBU Moua
+ +
1A: 2 pa3a B roa 1 yaiie (n=11) 281’50_7’98 2, 13_3,’42
1-s1 rpymma; 1o 3 et (n=20) p<0,001; p,<0,05 p<0,001; p,<0,001
1b: pexe 2 pa3 B rox (n=9) 209,92+19,98 63,25+3,59
2A: 2 pa3a B roa u vaiie (n=12) 22%,%8#275 (1)800 7§€%i,7’4<80 0
2-4 rpymmna: ot 3 10 6 et (n=27) p<0,01; p,<0,001 p<0,05; p,<0,05
2b: pexe 2 pa3 B rox (n=15) 174,60+6,39 57,89+2,23
3A: 2 paza B ron u vaie (n=14) 128’97#5’32 4i,41i-2,02
3-g rpymnma: 6oJjee 6 et (n=33) »<0,001; p,<0,001  p<0,01; p,<0,001
3b: pexe 2 pa3 Broa (n=19) 167,73+10,24 64,30+3,29
Kontpoins (n=15) 164,11+11,53 59,63+4.41

Ilpumeuanue. p — B CPAaBHEHNH C KOHTPOJILHOM IPYNIION; p, — B CPABHEHMH C TTOKa3aTeIAMU Toarpynn A u b.
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Ecnuy nereit 1-it 1 2-1 rpymni ¢ yacTbIMU OOOCTPEHMSI-
MU (moarpynibsl 1A u 2A) uMen MECTO TOCTOBEPHO MO-
BBILIEHHBIN MO OTHOIIEHUIO K KOHTpoo ypoBeHb EGF
cbiBopoTk KpoBu 1 UEGF/uCr mouu, To ¢ yBemueHueM
JUTUTEJIBHOCTU 3a00JIeBaHUsI MPOUCXOIUIO CTAaTUCTUYE-
cku 3Haunmoe (p<0,001) cuuxenue yposHss EGF kak B
CBIBOPOTKE KpoBH, TaK 1 B Moue (p<0,01). [Tpuuem, yem
0O0JIbLIE JUIMTEbHOCTh XPOHUYECKOTO BOCMATUTEIBHOTO
npolecca, MPOTEKAIOIEro ¢ YacTbIMU OOOCTPEHUSIMU,
teMm HuKe 3HaueHUst EGF. Jlannas 3aBucumocTts (puc.1)
HauboJjee OTYETIMBO MPOCIEXKUBAECTCS MEXIY MPOMOJI-
SKUTEJIbHOCTBIO XPOHUYECKOTO MuegoHedpruTa U 3Have-
HueMm UEGF/uCr mouu (r=-0,51; p<0,01).

AHanm3 yacToThl BcTpeuaeMocTy nokasareneit uUEGF/
uCrmouu, otmuHbix ot 10 (41,11 nr/mmone) unum 90 (91,25
IT/MMOJIb) TIPOLIEHTUJIbHBIX TPAaHMII, TTOKa3ajl, YTO y Ma-
LIMEHTOB C Pa3JMYHBIM CTaXEM 3a00JieBaHUs YacToTa
BCTPEYaeMOCTH 3HAYEeHUI, CTAaTUCTUYECKM OTIMUHBIX
OT KOHTPOJISI, CYLIECTBEHHO MTPEeBATMPOBaIa Hall YaCTOTOM
HOpMaJIbHBIX MoKa3aTteseii B moarpymre 3A (p<0,05), kyna
BOIIITM TIAITMEHTHI, OoJierorre 6osee 6 JIeT M MMEIoIne
obocTpeHns eoHedpuTa 2 pa3a B IO 1 Jallle.

B moarpymnme 3A TakxKe BbIsIBIeHa oOpaTHasi KOppe-
nsiiust ypoBHSt EGF B chIBOpOTKE KpOBM Y MOYE C yPOB-
HeM nipoubporryeckoro nurokuHa TGF-B,, momnep-
JKMBAIOIIET0 XPOHUYECKU I BOCTIAJIMTEbHBIN TTpoliecc,
BBICTYIAIOLIET0 OJAHOBPEMEHHO B POJU U MPOBOC-
MajuTebHOTO, UM Npo(GUOPOTeHHOro MeauaTopa.
Cpennee snauenne TGF-B, B chIBOPOTKE COCTaBUIIO
501,13£19,87nr/mn,BMoue—4,90+0,311ir/MMOIBCYpPOB-
HEM 3HAaYMMOCTU TIPU CPABHEHUM C KOHTPOJBHOM
rpynmnoit (369,124+26,76 nr/mMi B CBIBOPOTKE KPOBH,
2,69%0,17 nr/mMmoins B Mmoue), p<0,01 u p<0,001 cooT-
BeTcTBeHHO. Hamporus, ¢ ypoBHeMm IGF-1, obnanato-
UM aHTUATTIONITOMIHBIMUA CBOWCTBAMM, CHUXEHUE
CHHTE3a KOTOPOTo MPUBOJIUT K OTJIOXEHUIO KoJiaare-
Ha B MHTEPCTUIINU, aKTUBAIlMU arorTo3a U COOTBET-
CTBEHHO TpOrpeccUpoBaHUI0 Hedpockiepo3a, ypo-
BeHb EGF cBsI3aH cMIIbHOM TPSIMOI KOPPEISIIIMOHHOMN
cBsi3bto (Tabu. 2). YpoeHb IGF-1 B chiBOpoTKe KpoBU
coctaBmwi 156,41+16,30 ur/miu, ulGF-1/uCr moun —
0,21£0,01 Hr/mMMOJIb, YTO JIOCTOBEPHO HUXE 3Haue-
HU# KOHTpoJisl (cooTBeTCTBeHHO 212,17+14,15 Hr/mi,
»<0,01 1 0,29+0,023 ur/mmonsb, p<0,05).

VY naumeHToB TMoArpynmbl 1A, y KOTOpPBIX YPOBEHb
EGF, nanpotus, ObLJ1 TOCTOBEPHO TOBBIIIEH B CHIBOPOT-
K€ KpOBU U B MOYe, Obljia BBISIBJIEHA MOJIOXKUTETbHAST KOP-
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Puc. 1. Ilunamuka ypoBHs uEGF/uCr y 60JbHBIX ¢ penuauBamMu
nuesioHedpuTa 2 pa3a B roj U Yamie B 3aBUCMMOCTH OT JLTUTEJb-
HOCTH 3200JIeBaHus

pesisiiMoHHas cBsisb ¢ ypoBHeM TGF-B, (+=0,44; p<0,05)
B CBIBOPOTKE KPOBH.

BrisiBnens! paznuuust ypoBHst EGF B ceiBopoTKe Kpo-
B M MOYE€ B 3aBUCHMOCTHM OT XapakKTepa TeUeHUs XpO-
HUYecKoro nuejgoHedpuTa. Y MalUEHTOB, WMEIOIINX
JlaTeHTHoe TeueHue, ypoBeHb EGF B chiBOopoTKe KpoBM
cocrapmsin 112,31+£7,03 nr/man u uEGF/uCr mMoun —
44,0+2,08 nr/mMmolsib, C OTJIWYMEM OT KOHTPOJILHOM
rpynibl p<0,001 u p<0,01 coorBeTcTBeHHO. [ToNyueHHbBIE
pesynbraThl 06K 3HaUYUMO (p<0,05) HIKe, YeM COOTBET-
CTBYIOIIIME TMOKa3aTen Yy OOJbHBIX ¢ PELUAUBUPYIOIIUM
teyeHueM. Yacrora BCTpeyaeMOCTM 3HAYEHUH, CTaTH-
CTUYECKM OTJIMYHBIX OT KOHTPOJIbHBIX, CYIIECTBEHHO
npeBajaupoBaja Hajl 4acTOTOH BCTPEUaeMOCTH HOPMaJlb-
HbIX nokazareseil B cinyyae UEGF/uCr moun y naimmeH-
TOB C JIJATEHTHBIM TeueHreM nueioHedpura (p<0,05).

VY aT0i1 ke Kateropru 00JIbHBIX 3aPUKCUPOBAH JOCTA-
TOYHO HU3KHUI MO OTHOIIEHUIO K KOHTPOJIIO YPOBEHb MH-
TEPJEHKUHOB CHIBOPOTKM KpoBH (puc. 2): 6,41+0,73 nr/
M1 1ist mpoBocnanurenbHoro 1L-12 (p<0,05), 0,81+0,12
nr/Ma st (prU3MOJ0TUYECKOTO PEeryisitTopa HMTOKMHOB
1L-10 (p<0,01) 1 0,39+0,11 rir/m aist MpOTUBOBOCTIATIN -
tenbHOTO 1L-4 (p<0,05).

3naueHue EGF cbIBOpOTKM KpOBM MAllMEHTOB C TPaH-
3UTOPHOW TUIO- WJIM TUIIOM30CTEHYpUell B aHaMHe3e
B TIEPUOJ MOCJIETHETO 000OCTPEHUS] 3HAYUMBIX OTIIMYUI
OT HOPMbI HE UMEJI0, YTO CBUETEILCTBYET 00 OTCYTCTBUU
o011Iell peakluu opraHu3Ma, B OTJIMYME OT MoKasaTreJsl
uEGF/uCr moun, cocraBusiiero 42,79+3,79 nr/MMoJb,
4yTO n0CcTOBEpHO HIKe 3HaueHust uUEGF/uCr y 310poBbIx

Tab6auya 2. Koppensimuonnsie cBs3u yposass EGF B cbIBOpOTKe KPOBYM ¥ MOYE MALMEHTOB C XPOHMYECKUM NHEJIOHe(PPUTOM, HMEI0-
MIUX JAJIMTeIbHOCTD 3a00eBaHus OoJiee 6 JIeT 1 penuauBbI 2 pa3a B roj M vyaie

Koadpdunment koppeasiunu CriupmeHa

Buonornueckas cpena

EGF u TGF-B, (n=14)

EGF u IGF-1 (n=14)

KpoBb —0,41; p<0,05

Moua —0,66; p<0,01

0,52; p<0,01
0,83; p<0,001
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nereit (p<0,01) 1 GOJBHBIX XPOHUYECKUM MUeIoHedhpu-
TOM C OTCYTCTBUEM MaplUaJIbHBIX HAPYIIIEHU I TTOYEUHBIX
¢ynkuumii. Boamoxno, Huzkuii ypoeHb UEGF/uCr sB-
JISIETCS KOCBEHHBIM CBUJAETEJIbCTBOM TYOYJIOMHTEPCTH-
MaabHbIX ToBpexneHuit. [lpu oleHKe nokasaresei
EGF y nauneHToB ¢ HapylieHUeM TMapluuaibHbIX (QYHK-
i Tovyek M 0e3 HUX JoctoBepHas vactoTa (p<0,05)
BCTPEYAEMOCTM 3HAUYEHUI, OTIIMYHBIX OT HOPMaJbHBIX
(10 i 90 MPOLEHTUIBLHBIX TPAHULL YCIOBHOM HOPMBbI),
obuta ipucyia Toiapko UEGF/uCr moun B rpymnre 60ib-
HBIX, MMeloInX (yHKIMOHAIbHbIE HapylieHus. Mme-
s1a mecto obpartHast Koppensiuus UEGF/uCr ¢ ypoBHem
MoueBoro f,-MukporaooyauHa (=—0,52; p<0,01), nox-
TBEpKIalolasi BblllleyKa3aHHbIN TE3UC.

0O06cyxaeHue

Takum 00pa3oM, UCTOIIEHUE B CHUCTEME PEeryysiiuu
npoudepaTUBHBIX TTPOIIECCOB BauseT Ha ypoBeHb EGF
KaK CHIBOPOTKH KPOBH, TaK ¥ MOYH, YTO TTPOSIBIISIETCS CY-
IIECTBEHHBIM €r0 CHIDKEHUEM B OMOJOTUYECKHMX Cpelax
y IJTUTENIBHO OOJICIOIINX U UMEIOIINX YacThie PeIUINBbI
XPOHMYECKOTO TTMeJIoHedpuUTa IeTeit, C OMHON CTOPOHEI.
C npyroii CTOPOHBI, BOBMOXKHO, M3HAYaTbHO HEBBICOKAS
MPOAYKIIMST JaHHOTO haKTopa pocTa y psijia MalMeHTOB
MOXET TMPUBECTH K XPOHM3aLMU MUKPOOHO-BOCTIATM-
TEJILHOTO TIpoliecca, MPUOOPETAIOIIETro B MOCIEAYIOIIEM
4acTo pelUUAMBHUPYIOIINMIA XapakTep. Hampotms, y ma-
LIMEHTOB, UMEIONINX YacThle PELMIUBBI MHeTOHeMpUTa
U JUIMTEJIbHOCTh XPOHWYECKOTO BOCIAJIIMTEIBHOTO TIPO-
1ecca MeHee 3 set, ypoBeHb EGF Obl1 mocroBepHO mo-
BBIIIIEH U B CBIBOPOTKE KPOBU, M B MOYE, YTO YKa3bIBa-
€T Ha aKTUBHOCTb €T0 BBIPAOOTKM TMPOJHUGDEPUPYIOITAM
SMUTEIMEM — CBUACTEIIBCTBO AKTUBHOCTHU TIPOLIECCOB,
MTPOUCXOISIIINX B TKAHU TTOYEK.

Hacxkonbko naHHbI# (hakT MPOTHOCTUYECKU OJ1arorpusi-
TEH — BOIPOC CMOPHBIN. B cBeTe uccienoBaHmii mocaenHux
JIET U3BECTHO, YTO TTPOTPECCUPYIOIIME TTOBPEXISHHS TTOUEK
npuBoadT K ycroiuuBoit aktuBauuu EGF/EGFR, koto-
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Puc. 2. ConepxaHue IMTOKMHOB CHIBOPOTKH KPOBH B 3aBHCHMO-
CTH OT XapaKTepa TeYeHUsA XPOHUYECKOro mueJoHedpura.

OPUINHAJIbHBIE CTATbU HE®POJIOrns

past HeoOXouMa JUIsl perapaTUuBHON peakluK KJIETOK T0-
YeYHbBIX KaHAJIbLIEB Ha HAYaJbHOM 3Tare, HO B KOHEYHOM
cyeTe TPUBOAUT K aKTUBHOMY (hMOpOreHe3y MocpeCcTBOM
MEXaHM3MOB, YYacCTBYIOIIMX B aKTUBALIMM MOYEUHBIX MH-
TePCTULIMATIBHBIX (PUOPO0IaCTOB, MHAYKIIMU TYOYyIsIpHOM
arpoduu, Mepernpon3BOICTBY BOCTIATIUTEIBHBIX (haKTOPOB
U noBpexaeHuto cocynos [11, 12]. TyOynonHTepcTULIMATB-
HbIIi (pUOPO3 OIOCpeayeT MPOrpecCUpoBaHUE TTOUEUHBIX
TMOBPEXICHUI U CYMTACTCS] BaXKHBIM TTPEAUKTOPOM YTPaThI
MOYEYHBbIX (DYHKIIWIA. TGF—Bl SIBJISIETCSI OJHUM U3 Hau-
OoJiee BaKHBIX (PaKTOPOB pOCTa, KOTOPBIA CITOCOOCTBYET
pPa3BUTHIO TYOYJOMHTEPCTUIIMAIIBHOTO (UbOpo3a, HO Me-
XaHMU3MBI IPOUCXOISIIEIO YeTKO He ompeneneHsl [13—15].
Eme K. Dell 1 coaBT. IpeanoyioXuin BaxXHOE 3HaYeHUE
W YCTAHOBWJIM TMaTOTEHETMUYECKYIO POJIb COOTHOIIEHUSI
EGF u TGF-B, B renese TyOyJOMHTEPCTULIMATBHOTO MO~
BpeXIeHUs 1 3ahUKCUPOBATTN SKCITPECCUIO 3THX (haKTOPOB
B KJIETKAX MPOKCUMAJIbHBIX KaHabLIEB [16, 17].

Hacrosiiee uccienoBaHue B 3aBUCUMOCTH OT IJTUTE b~
HOCTU MUKPOOHO-BOCTIAJIUTENIBHOTO TIpoIlecca BbISIBUIIO
TpaHchopmanmio B3aumosasucumoctd EGF u TGF-f,
C MpsIMO TIPOTIOPIIMOHATILHOM Ha OOpaTHO TPOIOPIINO-
HaJIbHYI0. BeposiTHO, B OTBET Ha MUTOTEHHBIN 3((eKT
EGF — crumynsauuio nponaudepaliyy sruTenaaibHbIX
W 3HAOTEIMAIBHBIX KJIETOK, TIPOMCXOIUT aKTUBALIMS TTPO-
Leccos anonrosa, peryaupyemast TGF-B,. OnHako B oTBeT
Ha JUTUTEJIbHO U aKTUBHO TEKylllee BOCIaJIeHUE MpOoLece
¢usmonornyeckoit rmdean KJIeTOK C TOoaBJICHUEM Je-
rpafgaly KoJijareHa MporpeccupyerT, YTo TOATBepKIaeT-
cs1 joctoBepHo Boicokumu udpamu TGF-B, a ypoeHb
EGF B uccnemyeMbix 6MOJIOTMUECKUX Cpefax CHUXAaeTcsl,
YTO MOXHO paccMaTpvBaTh Kak Mokaszareb OC/IabieHust
WHTUOMIIMK artornTo3a. Y 3ToH Ke KaTeropuu MalyeHTOB
WMeJI MECTO JTOCTOBEpHO CHWXEHHbIN ypoBeHb IGF-1,
yTOo corjyacyercs ¢ uccinenosanussmu B. Chertin u coasr.,
MOKa3aBIIMX Ha TMCTOJOTMYECKUX 00pa3liax Mmoyek jaerei
¢ pediokc-HeponaTUsIMKM BBIpakeHHOE T1OJABJICHIE
akcnpeccun EGF n IGF-1, nuMmeronux cuibHyo Koppe-
JIIUMOHHYIO CBSI3b C TSDKECTHIO TYOYJISIPDHOTO aronTo3a
B ITPOKCUMAJIbHBIX KaHaJIbIaX 110 CPAaBHEHUIO C KOHTPOJIb-
HOI1 TPYIINOiA, TOrAa KaK B 3[I0POBBIX TTOYKAX OTMeYalach
X BeIpaKeHHas aKcnpeccud [4, 5].

BoisiBNIeHBI pa3nuyusi B 3aBUCUMOCTH OT XapaKTe-
pa TeyeHUsl XPOHUYECKOTo TuesioHedpUuTa: y TMaim-
€HTOB C JIATEHTHBIM TeUYeHHWEeM 3a00JieBaHUSI YPOBEHb
EGF B xpoBUM 1 Mo4e OBLT COTTOCTABMM C ITOKa3aTeIsIMU
y JeTeil, UMEBIIUX 4YacTble PEelUUIUBBLI THeJoHedpuTa
WJIM HaXOAMBIIMXCS B COCTOSIHUM HETOJIHOW KJIVMHM-
KO-J1abopaTOpHON peMUCCUM, AaXe MpPU HaIuduKu He-
BBIPa)KEHHOTO MOYEBOTO cHHApoMa. [lpumevaTenbHO,
YTO y JAHHOW KaTeropyM MalMeHTOB MMOMUMO JIOCTO-
BEpPHOTO CHUKEHMSI YPOBHSI TIPOTMBOBOCTIATUTEbHBIX
IL-10 u IL-4 umeno MecTo 3HAYMMOE CHUKEHUE YPOBHS
1L-12 — OCHOBHOTrO IIUTOKMHA KJIETOUHO-OITOCPEIOBAH-
HOTO MMMYHHOTO OTBE€Ta M WHUIIMAIIMW TOJHOLEHHOM
MPOTUBOMH(MEKIIMOHHOM 3aIIUTHI. DTO MOXKET ObITH CBSI-
3aHO C HECITOCOOHOCThIO OpraHMW3Ma TalyeHTa MHIYI-
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pOBaTh CMHTE3 M3ydyaeMbIX IIUTOKWUHOB WJIU, HATIPOTHB,
C CeJIEKTUBHON MHTUOUIIMEN UX CUHTE3a, YTO MO3BOJISIET
BO30OYIUTENISIM IJTUTEIBHO TIEPCUCTUPOBATh B OPTaHU3Me
0GOJILHOTO XPOHMUYECKUM TTHETOHE(PUTOM, YpeBaTO MC-
TolleHWeM (DYHKIIMOHAJTBHBIX BOBMOXKHOCTEN M PUCKOM
pPa3BUTHS MMMYHOITATOJIOTMUECKUX peakuuii. JJaHHBII
(hakT 0OBSICHUM ellle TeM, YTO BCe JIETU C JIATEHTHBIM Te-
YeHHeM 3a00JIeBaHUS UMEIOT CEPhE3HYIO 0OCTPYKTUBHYIO
ypomatuio: 4 (28,57%) — runpoHed®pOTUIECKYI0 TpaHC-
dopmarmio nouek, 3 (21,43%) — My3bIpHO-MOYETOUHU -
KOBBII1 pedimioke, 3 (21,43%) — MmodeKaMeHHYIO 00JIe3Hb,
2 (14,29%) — Kx1CTO3HYIO AUCIIA3UIO ovek, 1 (7,14%) —
TUTIOTIA3UI0 TTOYeK, YTO MOATBEPKIAeT BAXHYIO POJIb
EGF, cuHTe3upyemoro TyOyJasspHbBIMU 3JIeMEHTaMU,
B MaToreHe3e TyOYJIOMHTEPCTULIMATBHOTO TOBPEKIACHUS
npu pedirrokc-Hedporatun [4, 5], KNCTO3HBIX AUCILIA-
susix [9, 10], runponedpose [7, 18]. Takum obpaszom,
Jaxke B CTAIWU JIATEHTHOTO BOCITAJUTEIBHOTO TMpoliecca
MMeeT MeCTO U3MeHEeHUe YPOBHS (DaKTOPOB pocTa U UH-
TEPJIEUKMHOB B Pa3IMIHBIX OMOJIOTMYECKUX Cpelax, yCy-
ryoJsfolieecst HapyIeHueM YpoAMHAMUKK — KodaKTopa
HUCTOIICHUS pe3ePBHBIX BOBMOXKHOCTE!N MapeHXNUMBI.

B nipeacraBieHHOM MCCIeMOBAaHU BCE IETH HA MOMEHT
00cIe10BaHUST UMENT HOpMaJTbHbIE TTOKa3aTeTi CKOPOCTH
KJ1yO00uKOBO# (husrpanuu no ¢opmysie Schwartz, y HUX
OTCYTCTBOBAJIM HapyIIEHUsS] KOHILEHTPALMOHHOM (DYHK-
LIMM TIOYEK, OMpEAeIIeMOi TTOCPEICTBOM aHaIN3a MOUU
no 3uUMHULIKOMY Wiu mnpoboit Peitzenpmana. OgHako
B rpymnne aereit (n=14), uMeBILIMX B aHAMHE3€ TPAaH3UTOP-
HYIO TUTTO- WU TUIIOU30CTEHYPHIO B TIEPHOM TIOCTEIHE-
ro obocTpeHusi, HabMonaIcs CHUXeHHbI ypoBeHb EGF
B MOYe TIPY HOPMAJTBHBIX TTOKA3aTeNIsIX B KPOBH. DTO CBU-
JIETETLCTBOBAJIO 00 OTCYTCTBMU OOIIEH peaKIIy OpraHm3-
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JInddepennmanbablii IMArHO3 SMAJIENTOr€HHBIX CYNPATEHTOPUAIBHBIX OMyXOJIeH
roJIOBHOI'O MO3ra y aereu

B.C. Xanunos, A.A. Xoaun, H.A. Meosedesa, U.I. Bacunves, U.B. Pacckazuukosa, A.H. Kucasakos,
P.P. Ucmaunosa, H.H. 3asadenko

Prey3 «LeHTpanbHas aetckas knnHudeckas 6onbHuua» @MBA Poccun; PHUMY um. H.U. NMuporosa MuHsapasa P®d;
Pocculickaa petckas knmHuyeckas 6onbHnua Munsgpasa PO; dIrbY «Mopo3osckas AeTckas ropoackas KnmHu4eckas
6onbHMUa» JenapTameHTa 3apaBooxpaHeHns MockBbl

Differential diagnosis of the epileptogenic supratentorial brain tumors in children

V.S. Khalilov, A.A. Kholin, N.A. Medvedeva, 1.G. Vasiliev, 1.V. Rasskazchikova, A.N. Kislyakov,
R.R. Ismailova, N.N. Zavadenko

Central Children’s Clinical Hospital, Federal Biomedical Agency of Russia, Moscow; N.I. Pirogov Russian National Research
Medical University, Ministry of Health of the Russian Federation, Moscow; Morozov Children’s City Clinical Hospital, Moscow
Healthcare Department, Moscow

Cpen 00cJIe0BAHHDBIX 79 OOJIBHBIX IETCKOTO BO3PACTA C OMYXOJISIMH F'OJIOBHOTO MO3T2 CYNPATEHTOPHAILHOI JIOKAIM3ALUN CUMITTOMATH-
yeckue (hopmbl Snuiencuu obL oTMedensl y 56 (70,9%) naumentos. Hanboliee anuienToreHHbIMHI OIyXOJISIMHU SIBUJICH: JU33MOPHOILIA-
cTUYecKkue HeiipoanureaibHbie omyxomn (JJHD0), mudiy3nbie acTpoUMTOMBI M FAHNIHOLTHOMBI. Bo BCex 0TMeYEeHHBIX HAMH CITydYasx
¢ /IHDO0 u y 4 nanuenToB ¢ raHNIMONTMOMAMH SMIJIENTHYECKHE NPUCTYTIbI SABJISLINCH A€0I0THBIM, a B 6 u3 8 ciryyaeB JIHDO — eauncTBeH-
HbIM KJIMHMYECKHUM Npu3HaKoM omyxoyu. Ilpu HeiipoBusyaimsamun ocodoenHocTsamu MPT-kaprunbl ITHDO, nuddy3Hoii acTpouTomsl
¥ TAHITMONTOMBI SIBIJIMCh H30,/THIIOMHTEHCUBHBIIA curHai Ha T1 B3BemenHom n300paxkenun (BI1) u Bappupyonmii o MHTEHCUBHOCTH
0T HeoaHOPoaHOro /10 MKBopHOro curiai B T2 u FLAIR BU. B cayyasx ¢ JIHDO u raHnimonimoMaMi 0TMEYEHO OTCYTCTBHE Macc-
3(dexTa U NepudOKAILHOrO 0TEKA, CKJIOHHOCTD K JOKATM3AUUH B TEMIIOPOUHCYJISIPHBIX PETHOHAX, YACTOE COYETAHHE C JIOKAILHBIMU
HapyuenueM cepo-oeoii muddepenumamun u arpodueii. Bo FLAIR BU Hanbosiee 4eTKO MpoCiekKUBAIACH TAK HA3BIBAEMASH «IIEHOMO-
JI00HAsT> (MYJIBTHKMCTO3HAS) CTPYKTYPA C MEPUMKMCTO3HHIMU M3MEHEeHUsAMHU. 32 BpeMs HAO.TI0IeHHs He OTMEYEHO CYIIeCTBEHHOTO H3MeHe-
HHs1 pa3vepoB BbisiBIeHHbIX JTHDO n rannmormom. Tpu namraun 1udy3Hoii acTpoIMTOMBI ¢ HU3KO# CTeNeHbI0 MATMTHU3ALUH POCT
00pa3oBaHus 3aMelIeH, MUHUMAJIBHO BBIPAXKEHHDIi nepu(OKAIbHbI 0TEK TPYIHO OTIMYUTH OT TYMOPO3HOi TKanu. OTHOIIEeHHe yKa-
3aHHBIX OIMyXO0Jieil K KOHTPACTHOMY ycujienuio HeoaHosHauHoe. Hapsay ¢ THDO (smunentorenna B 100% ciryyaes), HanboJee 4acTbIMU
SMIIENTOreHHbIMYU OmyXo.isiMU ObLi U dy3nas acrpomuroma (B 91,7%) u ranrmormoma (8B 80%).

Karouegvie caosa: ONnyxoau 20/106H020 M032d, cCumMnmomamu4eckas ¢0K(lﬂbﬂdﬂ snunencus, Heﬁpoemyaﬂusauuﬂ.

Fifty-six out of 79 pediatric patients with supratentorial brain tumors were noted to have symptomatic epilepsy. Dysembryoplastic
neuroepithelial tumors (DNET), diffuse astrocytomas (DA), and gangliogliomas (GG) were the most epileptogenic tumors. Seizures
were new-onset in all our noted cases of DNET and in 4 patients with GG and the only clinical tumor sign in 6 of 8 cases of DNET.
The neuroimaging features of the MRI pattern of DNET, DA, and GG were an iso/hypointense signal on T1-weighted magnetic reso-
nance images and a signal, the intensity of which varied from heterogeneous to cerebrospinal fluid, on T2-weighted FLAIR images.
Cases of DNET and GG displayed no mass effect or perifocal edema, a trend towards location in the temporoinsular regions, and a
frequent concurrence with local gray-white matter differentiation disorders and atrophy. The FLAIR images clearly showed the so-
called foam-like (multicystic) structure with pericystic changes. No significant change in the dimensions of the identified DNET and
GG was observed during the follow up period. In low-grade DA, tumor growth was reduced and it is difficult to differentiate minimal
perifocal edema from tumor-like tissue. The sensitivity of these tumors to contrast enhancement is ambiguous. Along with DNET
(that was epileptogenic in 100% of cases), DA (91,7%) and GG (80%) were the most common epileptogenic brain tumors.

Key words: brain tumors, symptomatic focal epilepsy, neuroimaging.

Onyxonn TOJIOBHOTO MO3ra OTHOCATCSI K CJIOXKHBIM
W TSDKEJIO TTOTAI0IIMCS JISYEHUIO 3a00IeBaHUSM,
TIPY 5TOM CYILECTBYIOT 3HAYNTEIbHBIE PA3INYKSI B KIIMHU-
YeCKOM KapTUHE, CUMIITOMAaX ¥ T€YEHUH TTaTOJIOTUYECKO-
TO TIpoliecca y AeTeld MITAJIIIEro Bo3pacTa Mo CpaBHEHUIO
C JIEThbMU CTapiiiero Bo3pacra u B3pocibiMu [1, 2]. Cyiie-

CTBYET PSiJl OTTYXOJIeil, KOTOPbIE BCTPEUYAIOTCS UCKITIOUM -
TeJbHO B JIETCKOM BO3pacTe U 00JajaloT crenuduye-
CKUMMU KJIMHUYECKMMU CUMIITOMaMU 1 HEOJTHO3HAYHOM
KapTUHOW TIpM MarHUTHO-PE30HAHCHOW Tomorpaduu
(MPT) [2, 3]. Boablioe BHUMaHUE yaeasieTcsl Kak MOXK-
HO 0OoJiee paHHEMY BBISIBICHUIO 3TOW IMAaTOJIOTUU, TaK
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KakK JIeueHue MalieHTOB IeTCKOT0 BO3pacTa OCIOXKHSIET-
cs1 GU3MOJIOTYECKOM HE3PeTOCThIO (B TOM UKCIIe HEPB-
HOI CHCTEMBI), BO3PACTHBIMU OCOOEHHOCTSIMU MO3Ta U
4acTo OECCHMMITOMHBIM TeUEHUEM 10 TO3IHUX CTaauii
npouecca [1, 4, 5]. Kpurepun tunnunoir MPT-kap-
TUHBI TIPU OTMYXOJISIX IIUPOKO M3BECTHBI; KaK MPaBUIIO,
OHU crieM(PUYECKUE: CUMIITOM «+TKaHb», MEPU(POKaIb-
HBII OTEK Pa3IUYHON CTETIEHU BBIPAKEHHOCTU M MacC-
3¢ heKT, CUTHAJIbHbIE XapaKTEePUCTUKUA B pexxumax T2,
T1 u FLAIR, a Take 0COOEHHOCTH KOHTPACTHOTO YCH -
JIEHUsI TIO3BOJISIIOT TIPEATONIOXUTh HAJIMUKEe HOBOOOpa-
30BaHMS FOJIOBHOrO Mo3ra [3, 6, 7]. B nerckom Bo3pacTe
HauboJjiee TPOOJEMHBIMU C TOYKM 3pEHUSI BU3YaU-
3aMu 1 AuddepeHInaTbHOTO JAUarHo3a CUMTAIOTCS
00pa3oBaHUsI, He WMEIOUIME TUITUYHBIX IJIST OIyXOJIU
KJIMHUYecKoi KapTuHbl U MPT-kputepues, crnocoOHbIe
MUMUKPHUPOBATh KaK Ipyrne oObeMHBIE 0Opa3oBaHWUS,
TaK U pa3IMIHbIe TTATOJIOTUYECKUE COCTOSTHUS B TKaHSIX
TOJIOBHOTO Mo3Ta [3, 6, 8, 9]. Takke 3aTpyaHseT BU3ya-
JIN3AIUI0 3TUX BHYTPMMOB3TOBBIX CyOCTpPaTOB HEOIHO-
3HAYHOE OTHOIIeHWEe K KOHTPACTHOMY ycuJIeHHIo [3].

CuunTaetcs, YTO He3peJIblil MO3T OTJIMYAETCS OT MO3Ta
B3POCJIOTO YeJoBeKa MPeapaciooXXKeHHOCThIO K paHHEH
MaHUudecTaly SMWIENTUYECKUX MMPUCTYIOB, U WHOTAA
OHH SIBJISIIOTCS TIEPBBIM, a B HEKOTOPBIX CITyJasX U eINH-
CTBEHHBIM KIIMHUYECKUM CHMIITOMOM HAaJIMUUSI 0OBbEM-
Horo obpa3oBaHus |2, 4].

XapaktepucTtuka aetev u MeToAbl UCCNeaoBaHNS

B uccnenoBanue BkitoueHbl 79 naiueHToB (45 Masib-
YUKOB U 34 EBOUYKHU) C OMYXOJSIMU TOJIOBHOTO MO3Ta Cy-
MpaTeHTOpUAIbHOM JoKanu3aiuu. Bo3pact nereit K Ha-
yajty HaOIIOEHUST COCTaBWII OT 5 Mec 110 17 et (cpeaHuii
Bo3pact 9,6+5,3 roma). et mpoxoauian obcieaoBaHNe
U JieueHue Ha kadenpe HEBPOJOTUM, HEWPOXUPYPruu
U MEOUIWHCKOM TeHETUKHU TMeIUaTpUIecKoro (hakyib-
tera PHUMY u B oTneneHusix HeipoXupyprum u Tcu-
xoHeBposorn Ne2 Poccuiickoii IeTCKON KIMHUYECKON
6oapauIbl (PIIKB) B 2006—2014 IT. ¢ TOCIEAYIONINM Ka-
TaMHe30M OT 1 roga 1o 7 JeT.

MPT BoinmonHsinace Ha anmapate GE Signa infin-
ity 1,5 T no onepauuu, nocjie onepauudu U ¢ mocie-
JIYIOIIMM TWHAMWYECKUM KOHTPOJIEM uyepe3 Kaxkable 6
Mec. CTaHIapTHOE MCCle0BaHUE MPOBOJUIOCH C TOJ-
IUHOM cpe3a 4 win 5 MM (B 3aBUCUMOCTHU OT pa3Me-
POB TOJIOBBI) U IIaroM 2 MM, MaTpUleil U300paKeHUs
512x512 nukcesneit 1 BKIOUYAJIO B ce0sl peXXMMBbI BU3ya-
quzanuu T1 u T2 B3BemenHoe SE, FSE, FLAIR, DW
u GRE T2. MPT c Bbicokum pasperienvem (MPT BP)
MIPOBOAMJIACH C TOJIIMHOM cpe3a 1,7 MM mipu mare 0,1
MM, ¢ TIpUMEHEHUEM CITeIINaTbHOTO TUIITOKAMITAIbHO-
IO MO3UIIMOHUPOBAHUS CPe30B. AHECTE3UOJIOTUUECKOE
MocoOue BHITIOIHSIN ¢ TTIPUMEHEHUEM METOIUKHM Cela-
uun ceBodyypaHoMm. HapkosHbiii anmapat Aestiva-5,
MOHUTOPHOE HabJloJleHUue MPOBOJMUIOCH Ha amrmapare
Datex-Ochmeda 5/S. Mcnonab3oBasoch BHYTPUCOCY-
JIUCTOE KOHTPACTHOE YCUJIEHUE TIOJYMOJISIDHBIM (rafio-

OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

MEHTeHaT TUMETJIIOMUHA) U OJHOMOJISIPHBIM (Tamo0y-
TPOJI) IpernapaToM.

Xupypruyeckue ornepaiyu raireHTaM BbITIOJHSITUCH
B PIAKB, HUW wnetipoxupyprun um. H.H. Bypnenko
n ximHuKe Behandlungszentrum Vogtareuth (®@ortapoiir,
baBapusi). [ucronornyeckue oopasiibl ObLIM (UKCUPOBA-
HbI B 3a0ydepeHHOM (popMasivHe, 3aJIUThI B MapaHOBBIC
0JIOKH, U3 KOTOPBIX ObLTA U3TOTOBJIEHBI CPE3bI TOIIIMHOM
3 MkM. [TpoBoaMIM PYyTMHHYIO OKPACKy TeMaTOKCUJIMHOM
U 303MHOM, a TAaKK€ UMMYHOTUCTOXMMUYECKOE MCCIIeI0-
BaHUeE C aHTUTEJIAMU K TTMaIbHOMY (PUOPUILISIPHOMY KHC-
JIoMy OeJKy, CMHanTo(MU3NHY, 0eJKy HelpoduIaMeHTOB,
BuMeHTHHY, CD34, mapkepy niposrdepaTMBHOM aKTUBHO-
ctu Ki-67, obmeMy nuTokepaTuHy. J{narHo3sl (hopMyn-
POJIM B COOTBETCTBUU C NEUCTBYIOINIEH Kiaccubukanuein
onyxoneit [IHC BO3 (IARC, Lyon, 2007).

Pe3ynbratbl

B 77 (97,3%) n3 79 cayyaeB HalMUKe OIYXOJIH OBLIO
noaTtBepxkaeHo MPT u kommbloTepHOIT ToMoTpadueit
(KT). MPT BP npumensinacy B 13 ciayyasix, Koraa py-
TUHHOE UCCIIeOBaHUE He BBISIBUJIO CTPYKTYPHBIX U3Me-
HEHUIl perMoHOB TOJIOBHOTO MO3Ta, KOPEJUIMPYIOIINX
¢ (okanbHBIMU M3MEHEHUSIMU Ha 3JIeKTpOdHIIedano-
rpamme (B3OT) unu Koraa KapTuHa, MojiydeHHas Ipu py-
TUHHOM MKCCJIeOBaHWM, HE JaBaja SICHOCTU O TPOUC-
XOXIEHUW W3MEHEeHMH. B MIaTH ciydasx ¢ TTOMOIIBIO
MPT BP ynanoch BbISIBUTH, & TOTOM U TUCTOJIOTUYECKU
MOATBEPANTDH HAIMYKE «IBOMHOM» MATOJOTUU: B 3 CIIy-
yasgx coyeTaHue (HOKaTbHON KOPTUKATBHON AUCILTa3UM
1-ro Thma ¢ AU33MOPUOIIACTUYECKUMU HEWPOIMUTE-
nuanbHbIMU onyxosiMu (JIHDO) u mo ogHOMYy ciiyyato
couetanuit JHOO u ranrmornnomsl u auddy3HOM
aACTPOLIUTOMBI ¢ ME3UaJTbHBIM TEMITOPAJIbHBIM CKIIEPO-
30M (puc. 1). MP-xapakTeprucTuku OOJBIIMHCTBA OITYy-
XOJIeil 3aKJIoYaiuCh B HAJUUYUW 30H MATOJIOTMYECKOTO
CHWTHaJla, WMEIOIIEero TUIO- WM TUIIePUHTECHCUBHBIE
xapaktepuctuku Ha T1, T2 u FLAIR B3BemeHHOM
nzobpaxenuu (BU), ¢ unm 6e3 4eTKOro orpaHuYeHUsI
OT MO3TOBOI TKaHM, HATMYKUEM TIepu(POKaIHLHOTO OTeKa
n Macc-3ddexTa B 52 ciydasx. HakonineHne KoHTpacT-
HOTO TIperiaparta 3aperucTpupoBaHo B 49 ciyyasx, y 9
MalueHTOB ObLIO OTMEUYEHO MHTEHCUBHOE HAKOIIJIEHNE
KOHTPACTHOTO areHTa OMyXOJIeBbIM cyOocTpaToM (y3710-
BOI1 TuI), B 7 caydasix HaOI10Aa10Ch I1yOOKOE KOJIblle-
BUIHOE HAKOTUIEHWE, B 3 — IO TUIY HEKPOTHYECKOTO
KOJIbIIEBUIHOTO, B 6 — ToUeyHOe (MEeJTKOOYaroBoe) Ha-
KOIUIEHME, B OCTaJIbHBIX 24 cllyyasix — KMCTO3HO-Y3J10-
Boe (puc. 2). Takxe cienyeT OTMETUTh, YTO B 9 ciryyasix
WCIIOJIb30BaHUSI OJHOMOJISIDHOTO mpernapata (rago0y-
TpoJia) OTMEUYaJIOCh KOHTPACTHOE YCUJIEHUE Pa3IMYHOMN
CTeMeHW WHTEHCUBHOCTU paHee KOHTPACTHETaTHMBHBIX
00BbeMHBIX 00pa3zoBaHuii. B 23 ciayvasix u3 26 cyoToTa b-
HBIX PE3eKIMil OMmyXxoyieBOro cydocTpara Mmocrornepalu-
oHHast MPT BbIsiBUIa IpU3HAKKM OCTaTOYHOM OTYXOJIM,
B 7 caydasix orcpoyeHHble AuHaMuyeckue MPT BoissBu-
JIM TIPOJOJIKEHHBINM pocT. [ucTonornyeckue BapuaH-
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THI OITyXOJieli, BBISIBJICHHBIX TIPU MCCIEIOBAHUM, ObLTA
00BbeIMHEHBI B TPYMIIBI, COTJIaCHO Kiaccudukau BO3
2007 . (Tabun. 1).

CornacHO TTOJIyYeHHBIM JaHHBIM B KOJMYECTBEHHOM
U MPOIIEHTHOM COOTHOIIIEHUY HanboJiee SMUIeNTOTeHHBI-
MM OIYyXOJISIMU B HCClieayeMoli rpyrre (n=79) siBUTUCH:
JAHD0, xoTopble CONMPOBOXIAINCH CUMITTOMATUYECKOM
srmunericueit B 100% cinydaes, mudy3Hast acTpoliutoMma —
B 91,7% w ranrmuorauoMsl — B 80% ciywaes. [Ipu Bu-
3yaJIM3aliuii 3TUX OIYXOJIeH JIOBOJBHO YacTO BO3HMKAJU
TPYJIHOCTHU B TPAKTOBKE TOJydeHHBIX M P-u300paxkeHuii,
MoTpebOoBaBIINe TTPOBeAeHUS T depeHINATLHOTO Psijia,
MPOIOKUTEILHOTO  IOTIOTHUTEIbHOTO  TUHAMUYECKOTO
HaOMIOAeHUS U B KOHEYHOM HuTOre Guoricuu. OCHOBHBIE
MP-0coGeHHOCTH TUCTOTIATOJOTUYECKU TTOATBEPXKIEH-
Heix JITHDO, nuddy3Hoit acTpoMTOMBI U TaHTJIUOTINO-
MBI, WX JIOKQJU3alsl W OTHOIIEHWE K KOHTPACTHOMY
YCUJIEHUIO MPpUBENEHbI B Ta0J1. 2. B cTaThe mpeacTaBieHbl
cJlyJau, TIoTpeOoBaBIINe J0JTOr0 IMHAMUYECKOT0 Ha0JIi0-
JIEHUs] W COYEeTAaHMs Pa3IMYHBIX METOJOB JMArHOCTUKU
IIJIS TIOCTAaHOBKY T hepeHIIMAIBHOTO AUArHO3a MEXIy
OITYXOJIEBBIM IIPOLIECCOM U OPYTMMU I1aTOJIOTMYECKUMU
COCTOSTHUSIMM TOJIOBHOTO MO3ra.

Kaunuueckuii cayuaii. Tlaupentka C., 8 ner, mocty-
MWIa ¢ TIpeaBapUTEIbHBIM AuarHo3oMm «IlocieacTBust
MepeHeCceHHON HepoMH(pEeKIINN HEesICHOM STUOJIOTHUU.
CuMnromMaTuyeckass BHCOYHas SIMIETCHs» (puc. 3).
B 2,5 roga mosiBUIMCH pacxopisiieecsl KOocorjaa3ne, CcTe-
PEOTUITHBIE IBUXKEHUS B BHIE pacKauMBaHMS TYJOBUILA
u cocaHus OoJiblioro najiblia. B 3 roga otMeyeHo mosiB-
JIEHWE TTapUraIbHBIX TTPUCTYTIOB ¢ BTOPUYHON reHepaii-

ROWE
M GESERVICE
1 Nov 2007 09:26

Siice: 32 {50)
Pos: 26 mm

Acc:
2006 Mov 09
Acg T 18:11:55

TRAOBL 3
DFSE-40001120 \ d
FA: 90 deg 5
SI, thisep: 5.0 /6.0

FOW: 250 x 250 mm (250,
Mat: 200 x 200 (200 % 200)
4 min 0 sec (1 ave(s))

Phase enc. HOR

ETLid

DFOV: 24024 Dem

Puc. 1. «JIBoitHasi» MaTOJIOTHS.

3a1reii (B BUIE MOBOPOTA TOJIOBHI BJIEBO C MOCTIEIYIOIEH
yTparoii codHaHust okoJjio 20 ¢). [To nanusim MPT, 3aro-
JI03peHO 00beMHOE 00pa3oBaHUe B TMpaBoil TeMuchepe.
TTocne KOHCMIMyMa, YIUTBIBasi OTCYTCTBUE TWHAMUYE-
CKUX U3MEHEHUI cybcTpaTa U KOHTPACTHOTO YCUJICHMS,
3anono3peH JyelikoaHnedanut. [IpoBeneHa moMoOanbHas
nyHkums: 6enok 0,048 r/n, uuros ?/,. He naiinensr JHK
repriecBUpyca M IIUTOMeTaJloBUpyca B JMKBope. IToBBI-
IIeH TUTP aHTUTEN K BUpycy Kopu 1:160. Ha ¢hoHe ropmo-
HaJIbHOM Tepanny MoJI0XUTEIbHOTO0 3P deKTa He HadIIo-
nanochk. B 3 roma 9 Mec mosIBUIIMCH HapyllIeHUE TOXOAKH,
peun, CHIKEHUE MaMsITH W ydalleHue TpUcTyrnoB. B 4
rojJia CTaJli OTMEYaThCs aTOHMYECKU-acTaTUIECKIE TIPU-
CTYyTbI U TeHEpaInu30BaHHbIE B3AparuBaHus Bo cHe, 10 10
anu30/10B 3a cyTku. MPT B nuHamuke: 6e3 CyliecTBeH-
HBIX M3MeHeHMil. HeogHoKpaTHO Haxomuiach Ha 00-
CJIeMOBAaHUU W JICUEHUU B OTIEJICHUM HEUPOXUPYPTUU
un tnicuxoHesposiorun Ne2 PIAKDB, nuddepeHumnanbHbIi
JIWarHo3 TIPOBOAWIICS MEXIy XPOHUYECKUM TeuyeHHEM
JieiikosHIedanuTa (MceBaIoTyMOPO3HOUt (hopMOii) 1 ory-
XOJIEBBIM TiporieccoM. [T yTOUHEHUs AMarHo3a ObIIo
pelreHo TPOBECTH TMapHUaATbHYIO PE3eKINI0 BHUCOYHOI
JOJTM TIPAaBOTO MOJyIIapus rojoBHoro mosra ('/,), 6uo-
MICUIO0 C WCIIOJIb30BaHUEM MUKPOHEUPOXUPYPTUIECKOM
TEXHUKHU U OTIepallMOHHOTO MUKpockora (puc. 3, B).
Tucronornueckuit nuarHos JJTHDO Obln1 Bepuduim-
poBadH B HUW neitpoxupypruu um H.H. Bypnenko u B
DI'BY «DenepalbHblif HAYIHO-KIMHUYECKUI LIEHTP Te-
MaTOJIOTUM OHKOJIOTUM W UMMYHOJIOTUU WUM. [IMUTPUS
PoraueBa». B mocromepalilioHHOM IIepuoae pa3BUIICS
SMWIECITUYECKUI CTaTyC (POKATbHBIX MOTOPHBIX TIPU-

OKB, Kaluga

a — MPT o6oasroii /I., 6 aer. THDO + dokanbHasg KOPTHKAIbHAA AUcIUiasusg | Thna mosoca mpaBoii BUCOYHOM JOJIH.
CumnromaTtuyeckas smwiencus. MPT BP (cnemmanbHoe runmokanMmnaibHoe MO3MIMOHUPOBaHUE cpe3oB). Ouarosoe u3mMeHe-
Hue curiania B T2 BU, yrosmenne U3BWINH, HApyIeHne cepo-0eJ1oii auddepeHnuaim noioca BUCOYHOI J0JIM U €ro JIOKATIb-
Has arpous. [TepudokaabHOro oTeka HeT, KOHTPACTHOE YCHJIEHHE OTCYTCTBYeT. /IHarHo3 mpy MOCTYILIEHNH: TIOC/IEICTBUS pe-
3HUIYAJbHOTO TMIIOKCHYECKH-NIIEMIYECKOT0 MOPaKeHNs1 (TIePUBEHTPHUKYIISIPHAS JIEHKONATHS) BEMIECTBA F'OJIOBHOTO MO3Ta;

0 — MPT 6oavnoti M., 5 ner. CumnromaTndeckas smwiencus. O0pa3oBanne nepexHero moJioca JeBoil BUCOYHOM 10
JHDO + raHnmorimoMa, KHCTO3HO-COJIMIHBIA BADHAHT 00PA30BAHMSA C HAJIMYHEM OCHOBHOM KHCTBI, TEPUKUCTO3HOM 30HbI

yeunenus MP-curnana v IoKajbHoil aTpoduu;

B — MPT 6oasHoeo 11I., 3 rona. CumnromaTiueckas smwiencus. O0pa3oBanie nepeaHero moJoca npaBoii BUCOYHOM 0
JTHDO0 + dokanpHas KopTukaabHasa auciuiasus I tuna. Busyaimsupyercst KHCTO3HAS MOJIOCTH € 30HOI MeprGOKATHHOIO H3Me-
HeHHoro MP-curnana, JokajabHas aTpodus rMImoKaMia W HapyleHne cepo-oedoii muddepermmammm. Bo Bcex Tpex ciayyasx
OTCYTCTBYIOT THIIWYHBIE LIS OMyXoJieid Macc-3(h(deKT, neprudoKaIbHbIi 0TEK, KOHTPACTHOE YCHJIEHHE M POTPeIMeHTHBIi POCT.
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Puc. 2. Tumbl KOHTPACTHOTO YCUJIEHHUS.

a — 00pa3oBaHHe TEMEHHO-3aThIIOYHOTO PETHOHA CJIEBA — THUII «IIyDOKOr0 KOJIbLEBHIHOT0» KOHTPACTHOTO YCH-
JIHMSI — TMCTOJIOTMYECKHiA IMATHO3 IIMOMbI; 0 — 00pa3oBaHMe TeMEHHO-BHCOYHOIO PErHOHA CIpaBa — KOH-
TPACTHOE YCUJIEHHE ON THITY «<HEKPOTHYECKOTO KOJIbIIa» — TUCTOJIOTHYECKHIA AMATHO3 ITHO0IACTOMDI;

B — 00pa3oBaHue JIOOHO-TEMEHHOT0 PETHOHA CHPABA — <«MEJKOOYATOBO-TOYEYHOE» KOHTPACTHOE YCHJIEHHE —
muddysnas actpouuroma Gr II-III (koHTpacTHOE ycuaeHne o0ycioBieHo Tpanchopmamueii muddy3Hoii acT-
pourombl Gr II B 310KayecTBeHHYI0 (hOpMY, IPH NPEAbIAYIIEM HCCIE0BAHMM JABHOCTbIO 6 MeC, HAKOILIEHUS
KOHTPACTHOTO areHTa He BbISIBJIEHO);

I — 00pa3oBaHue JOOHO-TEMEHHOIO PETHOHA CIPABA — «y3JIOBOIT» THIT KOHTPACTHOTO YCHIIEHHS] — TUCTOJIOTHYECKMi
JIMArHO3 MUHEHTEOMbI;

1 — 00pa30BaHKe TEMEHHO-BHCOYHOTO PErHOHA CIIPaBa — HauboJiee YACTO BCTPEYAIOLIMIACS B HAILIEM HCCJIe10Ba-
HHH THII KOHTPACTHOTO YCUJIEHUSI — <KHCTO3HO-Y3JI0BO¥I»;

e — o0pa3oBaHue JIeBOil BUCOYHO O — PENKHii, «MYJISTHKACTO3HbIil» BAPUAHT «KHCTO3HO-Y3JIOBOTO» THINA

HAKOILUICHUS KOHTPACTHOI0 ar€éHra — THCTOJIOTHYECKMIA JMATHO3 TAHIIIMOTJIOMbI.

crynoB. KynuposaH BBeneHuem koHByjekca 1000 mr
BHYTpUBEHHO OostocHo. Ha D3OI oTrmeuanace npomoJ-
JKeHHasl BJIEKTPOKJIMHUYECKasl MKTalbHasi aKTMBHOCTb
CTaTyCHOTO Xapakrepa.

B nocnenytomiem B Teparnuio BBeAEH ToMamakce 25 MT
B cyTku. HeBposornueckuii ctatyc B MOCTONEPAIMOHHOM
Mepuoie: pacxosiieecs: Kocorasue ¢ AByx ctopoH. Hemo-
BeZIeHUE TIa3HBIX 1010k KHyTpu. C1abocTh KOHBEPreHIUN
¢ 1ByX CTOpOH. CIIas)keHHOCTb JIEBOI HOCOI'YOHOI CKJIAIKH.
[HeBuanus si3pika BripaBo. MHoraa nonepxusaeTcst Mpu ejie.
[torounnsie m HeOHBIE pedJieKChl CHIDKEeHBI. Jm3apTpust.
JleBoctoponnuii remunapes. CyxoXuibHbIE pedIeKChl BbI-
3bIBAIOTCSI, OOJIbIIIE cieBa. MblllieuHast CUjla CHUXKEHA B Jie-
BBIX KOHEYHOCTsIX. CuMIiToM baGMHCKOro ¢ IByX CTOPOH.
ITo3zaHee Ha hoHEe aHTUKOHBYJILCAHTHOM Teparuu OTMeYa-
JIOCh BBIPD&KEHHOE YMEHBIIIEHUE YaCTOThl U UTUTEIbHOCTU
npuctynoB. [locTonepallMOHHBIN KaTaMHE3 COCTaBJISIET
Ha MOMEHT HanucaHus ctatbu 5 JieT. [TpucTyrbl aToHUYe-
CKU-aCTaTUYECKUE U TeHEepAIM30BaHHbIE B3AparvBaHusl
BO CHE JIO 5 3MU30/I0B B JIEHb; UCXOJl XUPYPTUUECKOTO Jieue-
Hust — Engel class I11.

JAHBO ObuiM AMarHocTUpPOBaHBI Yy 8§ TAIIMEHTOB
(4 MmanbuMKa U 4 1eBoUYKM). 3a BpeMs KaTaMHe3a MpoBe-
NIeHO He MeHee Tpex TnHaMmudeckux MPT uccnenoBanmii,
KOTOpbIe He OTMEYaJIi CYIIEeCTBEHHBIX U3MEHEHMI pa3-
MepOB M KOH(MUTYpAIIMU BBISIBICHHBIX omyxoueir. Huxke
MPOIEMOHCTPUPOBAHBI Hanboiee TPYAHbIE CIydan Tud-
depeHmanbHoro auartosa JJHDO u apyrux nmatojsoru-
YeCKUX U3MEHEHMI BelllecTBa Mo3ra. Y TpeX MaliueHTOB
OBUTO 3a(UKCUPOBAHO PACXOXKICHUE TUAarHO3a, B TIEPBOM
ciyyae auddepeHInanbHbIi psii POBOAUIICS MEXIY
XPOHUYECKUM TeueHUeM JieliKoaHIledanrura (TceBao-
TYMOPO3HOU (hOPMOIi) M OIMYXOJEBbIM IPOLIECCOM (CM.
puc. 3), BO BTOPOM cjlyyae — C TOCJAEACTBUSIMU PETHO-
HapHOW JUCHUPKYISIIUN B CYOKOPTUKAJIbHBIX OTIENax
MpaBoii 3aThIJIOUHOM 10U (puc. 4).

VY TpeThero mamueHTa IMarHo3 J0JToe BpeMs TPaKTo-
BaJicA KaK MOCJEICTBUAS PEe3UAYyaTbHOTO TUITOKCUYECKH -
UIIEeMUYECcKOro mopaxeHus (cm. puc. 1, a). O6pazoBaHue
OBbIJIO MUHUMAJIBHBIX Pa3MEPOB U BXOAWIO B CTPYKTYPY
30H TMEePUBEHTPUKYJISIPHOU Jielikonatuu. [Ipu rrcrono-
ruyeckoit Bepudukaiu 01 moctasieH nuarios JJHD0
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BFOW; 24 DX 240

Puc. 3. MPT 60abn0ii C., 8 ner. THDO.
a — T2 BU. OtmeuaeTcs 00MMpPHAS 30HA MATOJOTHYECKOTO CUTHAJIA 0XBATHIBAIOIIASI PABYIO BUCOYHYIO JI0JTIO0, BOBJIEKA0-
MIasi MOAKOPKOBBIE Y3JIbl, TAJIAMYC, HOJKKY MO3ra M MOCT CpaBa. TakxkKe 0TMEYAIOTCS EPHBEHTPUKYJISIPHbIE 0YATH NOBBI-
meHHoit nHTeHcuBHOCTH B T2 BU B GestoM BemecTBe BOKPYT 32IHMX POrOB 0OKOBbIX KeJYI0YKOB B TEMEHHO-3aThLIIOYHbIX
00J1aCTAX, JIeTKoe CMelIeHne CPeIMHHBIX CTPYKTYP Ha 2—3 MM BJI€BO;
0 — T1 BU ¢ BHyTpHBEHHBIM BBEJICHHEM KOHTPACTHOIO NMPENapara — KOHTPACTHOIO YCUJIEHHUS BbILICONMCAHHBIMU H3MEHe-
HHUSIMM He HaOmogaercs. /[MarHo3 npy MOCTYIJIEHUH: TOCJIEACTBHS MepeHeceHHoi HeiiponH(peKIMN HesICHOI 3THOJIOTHM;
B — Ha mocronepanuonHoii MP-toMorpamme omnpesesisieTcsi HOCTONEPANMOHHAS KMCTA B 00JACTH NMPABOrO THIIOKAMIIA
1 HAJIMYHME OCTATOYHOI OIYXOJIM B MPABOii BUCOYHOIA J10Ji€ C BOBJIEYEHHEM B MPOLIECC MOIKOPKOBBIX CTPYKTYP.

-

b

e NG
2
Ao DOy

MO T B

POV O E TR

Puc. 4. MPT 6oavnoco M., 7 ner. JTHDO cyOKOpTHKAIBHBIX OTHEJIOB NMPABOi 3aThLIOYHOM A0/. CUMITOMATHYECKAS
SMUJIENCHUs.

Ha npencrasiaennsix MP-u3zo0paxenusx B T2 (a), FLAIR BU (0) onpeaensiercs He00IbIINX PA3MePOB OIMyXO0JIb, HMEI0-
1151 KHCTO3HbIi KOMIIOHEHT ¥ yMepeHHO runepuHTeHcuBHbIi curHad B T2 u FLAIR BU ot nepukucTo3HOIi TKaHH, B Cy0-
KOPTHKAJIBHBIX OT/eJNaX MPABOi 3aThLJIOYHOIA 10JIM C BOBJIeYeHHEM KOPTHKAIbHOI miiacTHHKU. Macc-3¢dekT oTcyTcTBY-
eT, nepuokaabHoro oreka HeT. Konrpactnoe ycuienue B pexkume T1 BU (B) He BbISIBUJIO NATOIOTMYECKOTO HAKOILIEHHS.
JInarno3 npy nocTynjieHun: KNCTO3HO-IIM03HAS TPaHC(hOPMAIKs B MPABOiA 3aTbLIOYHO# 10J1€, IOC/IEICTBHS PETHOHAPHOM
JUCIMPKYJISIIAN B 0acceiiHe MPaBoii 3a/{Heil MO3TrOBOI apTepuH.

B COYETaHUM C (POKAIbHON KOPTUKAJIbHOW MUCIIIa3Ueit
1-ro Tumna. Bo Bcex ciyyasix oTMeueHa 3a1epxKKa MCUuxo-
MOTOPHOTO Pa3BUTHS, JEOIOTHBIM W BEIyLIUM CUMITO-
MOM HQJIWYMSI OMyXOJu ObulM (hapMaKOpe3UCTEeHTHbIE,
MPOTPeIUEHTHBIE SMUJIENITUYECKUE MTPUCTYTIBI.
Juddy3Hbie acTpOUUTOMBI ObLIM TUArHOCTUPOBA-
HBI y 12 manmeHToB (6 MaJIBYMKOB M 6 MeBoUeK). B Tex
cllyyasix, KOrjaa OTCYTCTBOBaJO KOHTPACTHOE YCUJIEHUE,
CTPYKTYPY OIyXOJU ObLJIO JOCTATOYHO CIOXHO Audde-
pPEeHIMPOBaTh OT MepUdOKATLHOTO OTEKA U MO3TOBOIA
TKaHu (puc. 5, a, 0). [Ipu auHamuyeckom HaOIOMC-
HUU B 6 cITy9asix ObUTO OTMEUYEHO YBEJIMUCHIE Pa3MepOB
onyxoJu. Tpu onmyxoJyiv, ONMMCaHHbIE CHAaYala Kak KOH-
TpacTHETaTUBHbBIE, 32 BpeMsl HaOTI0AeHUSI HAYaJIu B pa3-
JINYHOU CTeNEeHU KOMUTh KOHTPACTHbIN npenapat. Hau-

0oJsiee 3HAUYMMBI B AUMArHOCTUYECKOM IJIaHE Cllyvyaii
MpeacTaBieH HUXe (CM. puc. 5).

Kaunuueckuii cayuaii. boavnoii M., 12 net. PeGeHok
Haosmonancs B JIKDb no MecTy XXuTeabcTBa ¢ TMAarHO30M
«CuMmnitomaTndeckasi BUCOUHas amuierncust. Mapma-
Kopes3ucTeHTHas ¢opma». B Bospacte 3,5 et BriepBbie
BO3HUKJIW TIPUCTYTIBI B BUIE TOHUYECKOTO HATIPSIKEHUS
KOHEUHOCTEM, TpUBEACHMST TIPaBOii BepxHEW KOHEeY-
HOCTU K TYJIOBUIIY, alBEpPCUU TOJOBHI M TJia3 BIIPaBo,
KJIOHMYECKUX COKpAIeHW! TMpaBOil MOJOBUHBI JINIIA,
JIUIUTEbHOCTHIO 1—3 MuH. B HEBposiornueckoMm cratyce
MepMaHEHTHO OTMEYaINCh OOIIEMO3TOBbIE CUMITTOMBI
(KaK TpaBUIO, B MEXIIPUCTYITHBINA TIEPUOMI) U CI1a0OCTh
B JieBoli pyke. HaOmogamach ciabas peakuus Ha MOM-
6Op aHTHUAMWIECNTUYECKOW Tepamuyu W TIOCTEITeHHOE
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yYBEJIMYEHUE YaCTOThI MPUCTYNOB. B cBSI3M ¢ Hanmnuuem
yeTKOro poxkasbHoro ouara Ha DD[ B Menmoba3aabHBIX
OTAeax JIEBOWM BMCOYHOW JONU PETYISIPHO MO MECTY
XKUTENbCTBA mpoxoaus MPT-uccinenoBaHue roioBHO-
ro Mo3ra C KOHTPACTHBIM YCUJIEHUEM, 3aKJTIUYeHUE:
MaTOJOTMYECKUX M3MEHEHMI BelllecTBa TOJIOBHOTO
Mo3ra He BBIsIBIIeHO. Ilo3Xe, B Bo3pacTe 8 JIeT, mocie
KOHcynbTaliuu cHUuMKoB B HUMU Helipoxupypruu um.
H.H. BypneHko OblJ10 OTMEUYEHO M3MEHEHME CUTrHaja
B T2 u FLAIR BU B Meano6a3zanbHBIX OTAEaX JEeBOM
BUcouHoit gosu. Ha ocHoBanuu pesyasratoB MPT BP,
BBITIOJITHEHHOM JJIS1 TTOATBEPKACHUSI JaHHOTO TIPEIIo-
JIoXeHUs, TuddepeHInanbHblii AUarHO3 TPOBOAUIICS
Mexay ormyxoneBbiM TiporieccoM (JAHDO, ranramo-
rIMoMa) U Me3MaJbHbIM TEeMIMOpPaJbHBIM CKJIEPO30M.
B Bospacte 11 ner mosBUiIMCH OOJbIIME TeHEpaIu-
30BaHHbIC TPUCTYIBI C TMOTepel co3HaHusl. B nuHa-
muke tnipoBeaeHa MPT roioBHOro Mo3ra — BbISIBJIEHO
yBeJIMYEHUE pa3MEpPOB MATOJOTMYEeCKOl 30HBI. BBumy
MPOTPEeCCUM MPUCTYIMHON aKTUBHOCTU, MUHUMAJbHBIX
U3MEHEHNI pa3MepoB paHee BBISBJIEHHOTO cyOcTpara
B JIEBOI BMCOYHON 10Ji€ Y YeTKOW KOppeasiiuu u3Me-
HeHnii Ha D3I ¢ MP-kapTtuHOii OBIO pelIeHo MpoBe-
CTM XUPYPruyeckoe BMeEIIaTeJbCTBO — CYOTOTabHOE
ylaJeHue OTyXOJIM, YaCTUYHYIO PE3eKIIMI0 BHUCOUYHOM
JIOJIU C MCIIOJIb30BaHWEM MHTpaoIepalimoHHONH KOPTU-
korpapuu (cm. puc 4, B). [ucromornueckuii nuarHos
nunounHas actpouutoma Gr 1. B mocronepaiimoHHoM
HEBPOJIOTUUYECKOM CTaTyce OTMedajoCh HapylleHue
MpoHAlIMKU B MpaBoil Kuctu. Ha HacTosiee Bpemst mo-
clieomepallMOHHBIN KaTaMHe3 cocTapisier 5 jeT. OT-
MEHa aHTURTIWJIETITUYECKUX TIperapaToB 2 rojaa Hasal.
IIpuctynoB He oTMedaeTcsi — WMCXOA XUPYPruIeckKoro
neuenus Engel class 1.

Kpome toro, B xome pabOThI OBIJIO JMAarHOCTUPOBA-
HO 11 TaHTJIMOTJIMOM, B TOM YHUCIIe Y 8 MaJIbUMKOB U 3
neBouek. Kak u B cinyvasx ¢ IHDO, onu omimyanuch
CTEPTON KJIMHUYECKOU KapTUHOM, B KOTOPOU MpeBain-
poBaiu (hapMaKOpe3UCTEHTHbBIC SMUJICTITUUECKUE TTPU-
CTYTBI U 3a/iepXKKa TcuxopeueBoro pasputusi. Cienyer
OTMETUTH 4 ciiydasi, MOTPeOOBABIINX JIOJTOTO TMHAMMU-
YeCcKOTO HabJIIoIeHUsT ISl TTOCTAaHOBKU OKOHYATEJbHO-
ro auarHosa omnyxoiu. uddepeHlmaabHblii AUarHO3
MPOBOAMUJICS MEXIY OIYyXOJIeBBIM TIPOLIECCOM M KH-
CTO3HO-TJIMO3HOM TpaHchopMalneil BellecTBa MO3Ta
KakK TOCJIeACTBUE MEPEHECEHHOTO0 OCTPOTO HapyIIeHUS
MO3TOBOTO KPOBOOOpaIeHUSI.

Kaunuueckuii cayuaii. boavnas K. M., 14 net, nuarHos:
«[aHTIMOACTpOLIMTOMA TEMEHHO-3aThUIOUHON 00J1acTh
crnpaBa. Cumrnromatuueckast anuiercusi». [loctynu-
Jla ¢ XajobaMy Ha TepUOJAMYECKUE BMUIENTUYECKUe
MPUCTYTIBI, COIMPOBOXIAIOIINECS KpPaTKOBPEMEHHOM
notepeit cosHaHusl. B Bo3pacte 12 jeT BriepBbie OTMeue-
HBI JIBa 3MM304a KPaTKOBPEMEHHOM MOTepU CO3HAHUS.
B nanbHeiiiem, B TeueHUe roja, — reHepaan30BaHHbIE
TOHUYECKUE TIPUCTYMbI, YTO MMOOYIAUIO0 OOpPaTUThCS
B HeBposiornueckoe otaeneHue odiactHoit IKb. Ot-

MeUajauch TPUCTYIBI: M30JUPOBAHHBIE «CUHKOTIOMO-
JNOOHBIE» TIPUCTYIBI MOTEPU CO3HAHUS C OCEeJaHUEM,
penKre BTOPUYHO-TEHEepaJIM30BaHHBIE TOHWYECKUE
MPUCTYITBI; STTIJIENTUYECKOE BEPTUTO (MIPUCTYITHI TOJIO-
BOKPYXXEHUI1) — yacToToil oT 1 pa3 B Hemeso 10 2 pa3
B cytku. I[lpu nposeaenun MPT BoisiBieHO 0ObeMHOE
o0pa3oBaHWEe TEMEHHO-3aThIJIOYHOTO pPEruoHa CIipaBa.
HasnaueHa npoTtuBocynopokHas Tepanusi — 0e3 cylie-
ctBeHHOro »ddekra. Yepes mecsir mpoBeneHa ITOBTOP-
Hass MPT ¢ KOHTpacTHBIM yCUJIEHMEM, HE BbISIBUBILIAS
usMmeHeHuii. beina pekomeHnoBaHa MP-anruorpadus,
KOTOpasi He BBISIBUJIA HAJTUIUS apTePUOBEHO3HON MajTb-
dopmaunu. Ilpy HEOTHOKPATHOM TOOTIEPAllMOHHOM
ITUHAMHYecKoM MP-KoHTpoJie M3MeHEeHUl He BBISIBIIE-
HO, KOHTPAaCTHOTO YCWJICHMSI He oTMeudasnoch. dudde-
pPEHIIMATBHBIM OTUaTHO3 TPOBOAWICS C 30HOM KHUCTO3-
HO-TJIMO3HOH TpaHCdopMalMu Tocje TepeHeCeHHOTO
OCTPOTO HApYIIEHUSI MO3TOBOTO KPOBOOOpAIIIEHUSI.

B HeBposornueckom craTyce: B CO3HAaHMU, KOHTAKT-
Ha. OOI1eMO3roBoii 1 MEHUHTEaJIbHON CUMMOTOMAaTUKU
HeT. JIutio cummerpuyHo. [ToaBUXHOCTH Tia3HBIX S10-
JIOK TioTHast. 3payku paBHble. KopHeanbHbie pedekchbl
He CHIKeHBI. [JTOTouHBIN pedieke CHIKeH. MBITIIeUHBI
TOHYC M cuJia He M3MeHeHbl. CyXOXMIIbHbIE pedIeKChl
cumMeTpruHbl.  KoopauHaTOpHBIE TMPOOBI BBITIOJHSIET
YBEPEHHO. YUUTHIBasI MPOTPECCUIO0 YaCTOTHI U TSIKECTH
SMWIECITUYECKUX TTPUCTYITOB, YETKYIO KOPPEJISIIUIO TaH-
HBIX D31 ¢ pesynsraramu MPT, perreHo Ob110 TTpoBeCTH
XUpypruueckoe BMenaTebecTBo. [IpoBeneHa dokaabHas
pe3eKIns U3MEHEHHOM KOPbl TEMEHHO-3aThIJIOYHOM JIO-
KaJu3anuu crpana (puc. 6). 30Ha pe3eKIUU OIyX0JIeBOTO
cyOcTpara M 3MWJIeNTOTeHHON TIepUTyMOPaJIbHON TKaHU
KOPPEKTUPOBAIACh 10 X0y PE3eKIIMU C TIOMOIIIbIO 3JIeK-
TPOKOPTUKOTPAMMBI. [MCTOJOTMYECKUI TMarHO3 — TaH-
rmoacTpoluTomMa. B moctonepalimoHHOM HEBpPOJIOTHYE-
CKOM craTyce 0e3 0COOEHHOCTEM.

ITocre onepauny Ha ¢hoHe TTpreMa aHTUIITUIICTITIYE -
CKHUX TIperapaToB He OTMeYaeTcsl CreuMUIecKuX OIry-
LIEHWH BEPTUTO, a TAKXKe IPYTUX TUTTOB STUIETITUIECKUX
npuctyroB. [TocneonepalimoHHbIN KaTaMHE3 COCTaBJIsSIET
7 net. OTMeHa aHTURMWIENITUUECKUX MPErapaToB 5 JeT
Haza. [IprcTymoB He OTMEYaeTCsT; UCXOI XUPYPTrUIecKOo-
ro jsieyeHust — Engel class 1.

OO0cyxaeHue

Kak yxe coo0611anoch BbIllIe, TOCTOBEPHBIMU CTaTH-
CTUYECKUMU 3HAUYEHUSIMU STTUJIETITOTEHHOCTU 00JIagain
HOBOOOpa30BaHUsI TJMAIbHOTO (B YyacTHOCTHU, Muddy3-
Hasl acTpOoIMTOMA) U HelipoHalbHO-ManbHoro (JIHDO0
W TaHTJIMOTIIMOMA) psimoB. Takoke 3TH OMyXOJU TPUBJIIE-
Kajau HauOoJsiblllee BHMMaHUWE B TJIaHE BU3yalu3alliK
¥ poBeneHus nuddepeHIIalIbHOTO IUarHo3a.

HuddysHas actporiuromMa pacTeT UWHGUIBTPATUBHO
WM coueTaeT WHMUIBTPATUBHBIN POCT ¢ 3KCIAHCUB-
HbIM. [1pu nuddy3HoM pocTe XapaKTepHO BOBJIEUYEHHE
B Ipoliecc KaK 0esoro, Tak U Ceporo BelllecTBa roJoB-
HOTO MO3ra, 4YTO TPOSIBISIETCS CTEPTOCTHIO TPaHUIL
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MEXy 3TUMU CTPYKTYpaMU M YBeJMYEHUWEM HW3BUJIUH
(cM. puc. 5) [5, 6]. CunTaeTcs, uto anst actporutoM Gr
I, I He xapakTepeH MacCUBHbBIH TTepU(OKaTbHBINI OTEK,
XOTs OIHO3HA4YHO AuddepeHInpoBaTh IeprudOKab-
HBIIf OTEK OT TyMOpa He TIPeACTaBISIETCS BO3MOXHBIM
13-3a TMIPaKTUYECKU OJIMHAKOBBIX CUTHAIbHBIX XapaKTe-
PMCTHUK U OTCYTCTBUS TUIOTHOM KarcyJibl (cM. puc. 5) [3,
6, 7]. DTU omMyxoJau MOTYT TTOpaXaTh HECKOJIBKO JOJei
MO3ra OJTHOBPEMEHHO, UYTO OOYCJIOBJIEHO MX MEIJIeH-
HBIM M, 3a4acTyl0, OECCUMITOMHBIM POCTOM JIO TIO3JI-
HUX CcTaauii pa3Butus mnpoiecca [1, 5—7]. Kak npaBu-
J0, nuddy3Hble acTPOLUMTOMbl KOHTPACTHETaTUBHBI,
HO TIpY JOJTOM HaOJII0JeHUU, OBICTPOM MPOTPEIUESHT-
HOM pOCTE€ OTMEUEHO IPUCOCIMHEHUE KOHTPACTHOTO
YCUJIEHUS Pa3HBIX TUTIOB, OT UM PY3HOTO MEJKOOYaro-

1 0T L L
P

OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

BOTO 10 KUCTO3HO-cOMMaHoro [3, 5, 6]. BoaMmoxHo pa3-
BUTHE Macc-3(deKkTa, peaTn3oBaHHOE B BUIE CMeIle-
HUS OKPYXKAIOIINX CTPYKTYP M CYXEeHMST OJTU3JIeKAINX
cybapaxHOMIaIbHBIX MpocTpaHcTB. [lo manHeiM B.H.
KopHuenko u coasnt. [6], 10 10—12% Bcex auddys-
HBIX aCTPOLIMTOM MOTYT JI€MOHCTPUPOBATh aTUTTUYHYIO
KapTUHYy Ha MP-ToMorpamMmMe — Hajau4due KUCTO3HOTO
KOMIOHEHTa U UMETh MHTEHCUBHOE UJIW 0YaroBoe KOH-
TpacTHoe ycwieHue. [Ipy To3mIHEM BBIIBICHWU OTY-
XOJIM B HEKOTOPBIX CIyYasiXx MPOIEecC MOXET TOTaJbHO
MopaxaTh OJHO TOJyIIapue ¢ BOBJIeYeHUEM KOHTpa-
JnatepanbHOTO [5, 6]. Hamo 3amMeTuTh, 4TO MHOUIBTpA-
TUBHBIA POCT MOXET MPUBOIMTHL K PacIpOCTPaHEHUIO
Mporiecca 3a peaesibl BUIUMBIX U3MeHeHnit Ha M P-To-
MoTrpaMMe, 4YTO 3aTpyIHsIeT OMpenejeHrue YeTKUX

Puc. 5. MPT 6oavn020 M., 12 ner. Iuddy3Has acTpouToMa MeIHAIBHBIX OTIEJIOB JIEBOii BUCOYHO TO0JTH.

Busyanusupyercs ciadopa3aMunMasi 30Ha NoBbieHHoro curiaia 8 T2 BU (0) ¢ HedeTKUMH, HEPOBHBIMH KOHTYpaMu, 0e3 yoe-
JIATEJLHOrO OTrpaHnYeHus ot TKanu mo3ra. B pexumve T1 BU (a) BbisiBjieHHble U3MEHEHHS UHTAKTHbI. OTCYTCTBYIOT Nepu-
(hokanbHBII 0TEK, MUHMMAJILHO BbIPazKeH Macc-3¢¢eKT (KOMNPUMUPOBAH BUCOYHBINA POI TOMOJIATEPAIBHOTO KeJIYI0YKa),
NPH KOHTPACTHOM YCHJICHHH MATOJIOTHYECKOT0 HAKOIUIEHHSI KOHTPACTHOTO areHTA He BBISIBJIEHO, HA TOCTONEPANMOHHBIX H30-
OpaxeHnusax (B) ortMeyaercs peaktuBHoe Hakomienne MPKC mo rpaHnnam mocronepanuoHHbIX W3MeHeHuii. /luarno3 npu mo-
CTYIUICHHH: Me3HAJIbHbIN TeMIIOPAJIbHBIN CKJIEPO3 CJieBa.

3nech u Ha puc. 6: MPKC — MarHuTHO-pe30HAHCHOE KOHTPACTHOE CPENICTBO.

im: 110 2007 Agr 2
Sag RI08 Acg Tm; 10:07:18

£ Mag 1 8x
SR T CCH)

Wag: 0 B

Puc. 6. MPT 6oavnoit K. M., 14 net. TAHIIHOIIHOMA TEMEHHO-3ATHLIOYHOI 00JIACTH.

Ha cepum MP-tomorpamme B pexkume T2 (a), T1 BU ¢ KonTpacTtupoBanueM (0) BU3yaaM3HPYeTCs COIMAHOE 00Opa3oBaHNe
€ MEJIKOKMCTO3HBIMH BKJIIOYEHHSAMH (IIEHOMO00HAs CTPYKTYPa), B CyOKOPTHKAIBHBIX OTAEJaX TEMEHHO-3aThLIIOYHOTO PErHoHa
CIpaBa C BOBJIeYeHHEM KOPTUKAJIbHOM NMIACTHHKHU. NepudoKaIbHOro oTeka u Macc-a(dexra netr. Poct B 1MHaMuKe He oT™Me-
yaercs. [Ipu BuyrpuBenHom BeeaeHnn MPKC (B) KOHTpacTHOe ycHileHHe NaTOJIOTHYecKoii 30HbI He BbisBiseTcs. Ha nmocrome-
pammonHoit MP-tomorpamme B pexkuve T1 BU (B) BU3yaim3upyeTcsl 30Ha MOCTONEPANMOHHBIX H3MEHEHHIl B MPABOW TeMeH-
HO-3aThLIOYHOI 00JIACTH ¢ HAJMYHEM KHCTO3HOI MOJIOCTH C PEAKTHBHBIM, HPPETYJISIPHHIM HAKOILUIEHHEM KOHTPACTHOTO ATEHTA
10 FPAHNIIE TOCTONEPANMOHHBIX M3MEHEHHIi U XMPYPIHIECKOTO 0CTYMA.
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rpaHull OMyxoJu mpu pedekuuu [4, 7]. CurHaabHbIC
XapaKTepuCcTUKNU AU PYy3HOM acCTPOLMTOMBI B TUITHY-
HBIX CJIydasiX MpeacTaBlIeHbl TUTIEPUHTEHCUBHBIM, J10-
CcTaTOYHO OomHOpoIHBIM MP-curnamom va T2 u FLAIR
BU u runo- unm ndonHTeHCUBHBIM curHaiom B T1 BU
[3, 6, 7]. Bbicokuii TOTeHIIMAT JTaHHOTO BUAA OITyXOJIN
B BO3HMKHOBEHUM BTUJICTICUM OTMEUEH B PsIIe MEXITY-
HapOJIHBIX MccenoBanuii [1, 4, 6, 7].

Busyanuszanmonnsie xapakrepuctuku JJHDO u ran-
IJIMOTJIMOM KpailHe HeCcTaOWJIbHBI 3a MCKIIOUYEHUEM
CUTHAJIbHBIX XapaKTEePUCTUK, KOTOPbIe OOBIYHO MMEIOT
130/TUNOMHTEHCUBHBIN curHan Ha T1 BU u Bapbupyio-
M TT0 UHTEHCUBHOCTU OT YMEPEHHOTO J0 TUIIePUH-
teHcuBHOro curHai B T2 u FLAIR BU (cwm. puc. 3, 4, 6).
Kaxk mpaBuiio, B ciyyasix ¢ ranravoranomamu u JJHOO
npeobJiagaeT KUCTO3HO-COJUAHBIA BapuaHT CTPOCHMUS
(HepeaKo TaK Ha3bIBa€MbIl «<MYJIBTUKHMCTO3HBIN»), a pa3-
Mepbl MOTYT BapbUPOBATh OT HECKOJILKUX CAHTUMETPOB
JIO0 TUTAHTCKUX MYJIBTUI00apHBIX [3, 6, 8, 9] (cM. puc 3,
a, 0). Takxe B oTyiMune OT psifia 1epeOpaaTbHBIX OMyX0-
JIell MpakKTUYeCKU OTCYTCTBYeT Macc-3(hdeKT U Mepu-
doxanbHbI oTeK (puc. 3, 4, 6). B 30% cnyuaes JTHBO
u 10 50% TaHTJIMOTIIMOM MOTYT UMETh B CTPYKTYpeE Te-
Tpudukarel [3, 6, 8, 10, 11]. M31106I€HHBIM MECTOM
nokanu3auyu JJHDO 1 raHrImmorimomM MOXHO CUMTATh
BUCOYHBIC M TeMeHHbBIe 101 Mo3ra |3, 8, 11]. JloBoib-
HO 4acTO 3TM HOBOOOpAa30BaHUsI MOTYT PacIiojiaraThCsl
B KOHBEKCHUTAJIbHBIX OTJIeJIaX, BOBJEKas B TIPOLIECC KOP-
TUKaJbHYIO TUIacTUHKY. [1pn 3TOM MOryT HabaomaThes
cllyyau MUMUKPUU PE3UyaIbHBIX KMCT KOPTUKATbHOM
TUIACTUHKHU, a mpeobiafaHre KUCTO3HOTO KOMITOHEHTA,
B IIyOMHE KOTOPOTO MOXHO HE YBUIETh MEJIKOTro y3ia,
U OTCYTCTBME POCTa, HUBEJIUPYIOIIET0 TUHAMUYECKYIO
OLICHKY, 3aTpyaHsIOT auddepeHInaabHbIi 11arHos |3,
8, 11, 12]. 3oHa mopakeHUST KOPTUKAILHOM TUIACTUHKH,
3a4acTylo, HallOMWHAET YTOJIIIEHUE KOpbl WM ObIBa-
eT TipeacTaBieHa B (hopMe y3jia — Y3J10BOI KOMITOHEHT
omyxonu (cm. puc. 1, 3) [12, 13].

OtHomenre JJTHOO u raHTIMOTIMOM K KOHTPAaCTHO-
My yCWJIEHUIO HeomHo3HavyHoe [2, 6, 11, 13]. B.H. Kop-
HUEHKO U coaBT. [6] yrBepxaaoT, uto g0 30% Bcex
JAHD0 u 1o 50% raHTINOTIMOM MOTYT UMETh KOHTPACT-
HOE yCUJIEHUE Pa3JIMYHON MHTEHCUBHOCTU U TUTIOB (CM.
puc. 2). Ha MP-anruorpagpuum Bo3MOXHO oOeqHEeHUE
WJIN OTCYTCTBME COCYAMCTOTO MaTpukca omyxonu [3].
Hano oTMeTruTbh, UYTO HEKOTOpbIE HOBOOOpPa30BaHUS
TOJIOBHOTO MO3Ta MOTYT KOMWPOBATbh PEHTTEHOJOTH-
YyecKue XapaKTEepUCTUKM BbIllIEyKa3aHHBIX 00pa3oBa-
HUI1, B OOJBIIMHCTBE CIy4aeB 3TO OJUTOAEHIPOTIMOMbI
un actpouutomnl Gr I, I1 [3, 14, 15]. [Ipu orcyrcTBUU
pocTa U HAIMYUU KUCTO3HO-COMUIHON CTPYKTYPHI 3TUX
OIyXoJieli MOXKeT oTMedaTbesl cxoxast MP-kaptuHa
C TIOCJIEICTBUSIMU HepOouMHdEKIIMN, OCTTpaBMaThye-
CKOW WM TIOCTUIIEMUYECKON TpaHchopMaluein TKa-

Hell roJloBHOTO Mo3ra [3, 6, 11]. YunutsiBast, uro JITHBO
W TaHTJIMOTJIMOMBI SIBJISIIOTCSI OJTHOM M3 HauboJsiee 4ya-
CTBIX TIPUYUH CUMIITOMATUYECKOM SMUJIETICUN Y TIall-
€HTOB JIETCKOTO BO3pacTa, Mpu HAIUYNU HEYKJIOHHOTO
MPOTPECCUPOBAHUS TTPUCTYIIOB PEKOMEHAYETCS UCKITIO-
4yarh, TIpexe BCEro, BhIlIeyKa3aHHbIC OIMYyXOJIU KOPTH-
KaJIbHOTO pacriojoxenus [3, 16—18].

BbiBoAbI

OcobeHHOCTSIMU M P-Bugyasinzaliuu SMUIeNTOreH-
HBIX OMyXO0Jel CayXaT OTCYTCTBUE CYIIECTBEHHBIX U3ME-
HEeHUI pa3MepoB U KOHGUTypaluu BoisiBieHHbIX JTHDO
W TaHTJMOTIMOMBI, Macc-3¢hdekTa u neprudoKaaIbHOTO
oteka. Tak Ha3bIBaemasi <«IE€HOIOAOOHAs» CTPYKTypa,
C HaJIMIMeM MHOXKECTBEHHBIX MUKPOKHCT B CTPOME OTTY-
XOJIM Jiydilie Bcero Busyanusupyetcsi B pexume FLAIR
BU u moxet Bctpeuatbest kak nipu JAIHDO, tak u npu
TaHIJIMOTJIMOME. 30Ha MOpPaXeHWsI KOPTHUKAJbHON Tiia-
CTMHKM MOXET ObITh TpeAcTaBieHa B ¢opme y3na (y3-
JIOBOII KOMITIOHEHT OIyXOJIM), JIOKAJIBHOTO YTOJIIEHUSI
KOpBI WJIM MUMUTUPOBATh Pe3uayalbHble KOPTUKATbHBIE
(apaxHOMIATbHBIX) KUCTHI.

BosmoxHo coueranue JIHDO, raHmmoraimomMsl
u 1udPy3HON acTPOLIMTOMBI C PA3TUYHBIMU MATOJOTH-
YEeCKMMHU COCTOSTHUSIMU TOJJOBHOTO MO3Ta, TaK Ha3bIBae-
Masl «IBOIHasI» TTaTOJIOTHSI.

B cnyvasix ¢ auddysHoii acTpOLIMTOMOM TTPOTPECCUI0
pa3mMepoB 00pa3oBaHUsI OYEHb TPYTHO OLIEHUTh 0€3 Mu-
HaMMYeCKOTo KOHTPOJIsI, OHa, KaK MTpaBUJIO, 3aMe/IJICHHa,
U pOCT 00pa30BaHUsI OOBIYHO MHQUIBTPATUBHBINA. Mo-
TYT TIPUCYTCTBOBaTh Macc-3(heKT U mnepudoKaIbHbIN
OTEK Pa3JIMYHON CTereHU BbIpakeHHOCTU. OTHOILIEHUE
K KOHTPAaCTHOMY YCUJIGHUIO BBIIIIEYKA3aHHBIX OIyXOJiei
HEOJTHO3HAYHOE, HO TIPEATNOUYTUTENIbHO YBEJIMUYEeHNE JT0-
3MUPOBKM MarHUTHO-PE30HAHCHOTO KOHTPACTHOTO Cpejl-
CTBa MPU MPOBENCHUU UCCIIEIOBAHMUSI.

B 1ies1oM BhillieoncaHHbIe HOBOOOpPA30BaHUS TOJIOB-
HOTO MO3ra MOTYT KOITMPOBAaTh PEHTIEHOJIOTUYECKUE Xa-
PaKTEPUCTUKU IPYT APYyTa M HEKOTOPHIX MaTOJIOTMUECKUX
COCTOSTHMI, TaKMX KaK TTOCIEACTBUS HeHpOMHOEKIINN,
perMoHapHble AUCHUPKYISITOPHbIE HApyIIeHUs, MOCT-
TpaBMaTUYECKHEe KUCTO3HO-TIIMO3HbIE TpaHChOopMalnn.

Bo Bcex HaOmomaBmuxcst ciaydasx JHDO snu-
JIEITUYECKUE TPUCTYIBI SBJISUIUCH JEO0IOTHBIM, a B 5
clydasx — eIWHCTBEHHBIM KIMHUYECKUM TPU3HAKOM
onyxonu. Hapsny ¢ AHDO, onanMu 3 Hanbosee Ja-
CTBIX TTIPUYUH BOZHUKHOBEHUST CUMIITOMAaTHYECKOM (ho-
KaJIbHOM 3MUJIETICUM SBJISIOTCS TAaHTJMOTIMOMa U TU(-
¢y3Has actpouuTomMa. TakuMm oOpa3oM, TpU HaJIUIUU
(hapMaKOpe3NCTEHTHOM SMUIETICUU, CTAOUIBHBIX U3ME-
HeHnit M P-KapTUHBI HESICHOTO TeHe3a, YeTKO KOPeJIJIH -
pyomux ¢ ¢GoKaabHBIMU M3MeHeHUsIMU Ha DI, B mIep-
BYIO ouepellb, HEOOXOIMMO UCKJTIOUATh BblllIeyKa3aHHbIE
oOpa3oBaHUsI.
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I1epBbie pe3yasTarbl GyHKIHOHUPOBaHUS Peructpa 00/bHBIX TYOEPO3HBIM CKJIEPO30M

M_1O. Jlopogheesa, E.Jl. beaoycosa, A.M. Ilusosaposa, b.A. Koopurckuii, M.A. I[lodoavras,
JLU. lllazam, A.B. lloasakoea, E.H. Hmanumos, E.IO. 3axaposa

OCIM «Hay4Ho-nccnenoBaTensCkui KIMHUYECKUIA MHCTUTYT neanatpumn» FBOY BMNO PHUMY um. H.W. Muporoea MuHsapasa Poc-
cun; Prey «HUN onkonoruv nm.H.H. MeTtposa» MuHaapasa Poccun; @IEHY «Meamnko-reHeTU4ecKknin Hay4yHbli LieHTp», Mockea

The first results of tuberous sclerosis registry

M. Yu. Dorofeeva, E.D. Belousova, A.M. Pivovarova, B.A. Kobrinsky, M.A. Podolnaya, L.1. Shagam,
A.V. Polyakova, E.N. Imyanitov, E.Yu. Zakharova
Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University, Ministry of Health of

Russia, Moscow; N.N. Petrov Research Institute of Oncology, Ministry of Health of Russia, Saint Petersburg; Research Center
of Medical Genetics, Moscow

Ieabio co3nanus u noaaepkanus Perucrpa 00JIbHBIX Ty0OEpPO3HBIM CKJIEPO30M SIBJISIETCS COOP JAHHBIX MO KIMHUYECKHAM MPOSIBJICHHSIM,
MeIMKAMEHTO3HbIM M HeMeIMKAMEHTO3HbIM BMeIaTe/IbCTBAM U MCXoaM 3a0osieBanns. B peructp BHecenbl ganHbie 303 YesoBeK ¢ 3TUM
JIMarHO30M B BO3pacTe OT 4 Mec 10 28 JieT, cpeau HUX JIMI MyKCKOTo nosia — 156, zkenckoro noja — 147. BosabmmHcTBO nammenToB — 102
(33,6%) u3 303 npoxuBatot B MockBe 1 MockoBckoii 001acT. CemeiiHasi OTATOIEHHOCTD MO TY0epO3HOMY CKiIepo3y 3a¢uKcHpoBana
y 30 (9,9%) naumentos. Mytauuu rena 7.SC7 oonapyxennl y 29 (38,6%) nauuentos, rena 7SC2 —y 46 (61,4%). Panee He onucanHbie
B MHPOBO¥i JIUTEpaType MyTAIMA ObLH BbIsiBlIeHbI B rene 7.5C2 y 10 nanmentoB. Dmwiencus otMeyasiach y 86,8% (y 263 u3 303), Ha-
pyluenust UHTeJUIeKTyabHoro passutus — y 39,3% (y 119 u3 303), cy0aneHaumMalibHbie THTAHTOKJIETOUHbIE acTponuTombl — y 16,2%
(y 49 u3 303), Tyoepst —y 61% (y 81 u3 131), cyosnenmumasibHbie y3iabl — y 65,7% (y 86 u3 131), runonurmenTHble nsaTHa — y 66,3%
(y 201 u3 303), anrnopuopombl mua — y 29,4% (y 89 u3 303), padnomuomsi cepaua — y 44,2% (y 134 u3 303), aHTHOMHOJIMIIOMBI 10~
ek —y 41,6% (y 126 u3 303). Y 68 (25,9%) u3 262 nauyenToB, CTPaAaBIIKX SMUIENCHEil, oTMevascs cunapom Becra, y 149 (56,9%) —
cUMIITOMATHYeCKAs (DOKAJIbHAS SMIJIETCHsl. DBEPOMMYC M0 TIOBOAY CyO3MEeHIMMABHBIX THTAHTOKJIETOYHBIX ACTPOLMTOM TOJTydau 7
NAIMEHTOB. PerucTp 1eMOHCTPUPYET NO3IHIOKD TMATHOCTHKY TYOEPO3HOrO CKJIEP03a, OrPAHUYEHHOCTh FeHETHYECKOr0 TECTUPOBAHHS, He-
JIOCTATOYHOE BHUMAHME BPaYeii 110 OTHOLIEHHUIO K ICHXUATPUYECKHUM TPOSIBICHUSIM 3200IeBAHMUSL.

Karoueswte caosa: demu, mybeposnblii ckaepo3, pecucmp, MOHUMOPUHE, 2eHeMUKA, Yacmoma CUMIIOMO8, CYOINeHOUMANbHbIe cUAH-
MOKACMOUHbLE ACMPOUUMOMbL, AHZUOMUOAUNOMbL NOHEK.

The purpose of establishing and maintaining a tuberous sclerosis registry is to collect data on the clinical manifestations and outcomes of
the disease, and drug and non-drug interventions. The registry includes data on 303 people (156 men and 147 women) aged 4 months to 28
years who are diagnosed as having this disease. Most patients are the residents of Moscow and its Region (102/303; 33,6%). Thirty (9,9%)
of the 303 patients are registered to have a family history of tuberous sclerosis. 7.SC1 and 7.SC2 gene mutations are detected in 29 (38,6%)
and 46 (61,4%) patients, respectively. The 7.SC2 gene mutations previously undescribed in the world literature are found in 10 patients.
There is epilepsy in 86,8% (263/303), intellectual developmental disorders in 39,3% (119/303), subependymal giant cell astrocytomas in
16,2% (49/303), tubers in 61% (81/131), subependymal nodules in 65,7% (86/131), hypopigmentation spots in 66,3% (201/303), facial
angiofibromas in 29,4% (89/303), cardiac rhabdomyomas in 44,2% (134/303), and renal angiomyolipomas in 41,6% (126/303). West’s
syndrome is noted in 68 (25,9%) of the 262 epileptic patients; symptomatic focal epilepsy is seen in 149 (56,9%) patients. Seven patients
took everolimus for subependymal giant cell astrocytomas. The registry demonstrates the late diagnosis of tuberous sclerosis, the limitation
of genetic testing, and physicians’ inadequate attention to the psychiatric manifestations of the disease.

Key words: children, tuberous sclerosis, registry, monitoring, genetics, frequency of symptoms, subependymal giant cell astrocytomas,
renal angiomyolipomas.

lyOEepO3HBII CKIIEPO3 BXOAMUT B TPYITITY HEMPOKOXKHBIX
3a0oJieBaHM ((haKOMATO30B), OTJIMYAETCS IITMPOKUM
CIEKTPOM KIIMHWYECKUX MPOSIBIEHUI W TTPOTPECCUPYIO-
M TeYeHUEM, KOTOPOE MPUBOIUT K YMEHBIIEHUIO ITPO-
JIOJDKUTETbHOCTH JKU3HU Y WHBAJTUAN3ALIMY MTallUeHTOB.

YacToTa Ty6epOo3HOTO CKIIepOo3a B TMOMYJISIIUN COCTABIISICT
1:10 000 (y HOBOpOKmeHHBIX — 1:6000). PacueTHOE YmcIiO
6osbHBIX B Poccuiickoit @eaepaunu okosno 7000 yeno-
BEK, TI0O3TOMY TYOEPO3HBIN CKIIEPO3 OTHOCUTCSI K PEITKUM
(opdaHHBIM) 3a00eBaHUSIM [1].

© Konnektue aBTopoB, 2015

Ros Vestn Perinatol Pediat 2015; 5:113-120
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Jlopodeesa Mapuna KOpbeBHa — K.M.H., B.H.C. TOTO Xe€ OT/ea
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Ty6epo3HbIit CKIIEpPO3 — ayTOCOMHO-TOMWHAHTHOE Te-
HETUYECKU TeTeporeHHoe 3a00JIeBaHne ¢ BBICOKOM TIeHe-
TPaHTHOCTBIO M BaprabeTbHOM SKCITPecCUBHOCTHIO. [Tpu-
ommsuTesHO oT 10 10 30% ciryyaeB 60J1€3HU 0OYCITOBIEHO
myTauusiMu B reHe T.SC1 (TyO6epo3Hblii ckiiepo3 1-ro tumna,
OMIM #191100), KoTOpbIii TOKATM30BaH Ha 9-i1 XpOMO-
coMe B paitoHe 9934 u konupyeT 6e10K ramapTuH. OcTaib-
Hble cilydyau 00Jie3HU OOYCJIOBJIEHBI MYTallMSIMU B TE€HE
TSC2 (Tybepo3Hblii ckitepo3 2-ro tuna, OMIM #613254),
KOTOpPBI JIOKaaM30BaH Ha 16-if XpoMocoMme B paifoHe
16p13 u komupyet G6estoK Ty6epuH [1, 2].

Tensr TSCI v TSC2 B HOpME SIBISIIOTCSI €CTECTBEH-
HBIMM T€HAMM-CYTIPECCOPAMU OITyXOJIEBOTO pocTa. be-
KOBBbIe TIPOAYKTBI 3TUX TEHOB, TaMapTUH W TyOepwH,
00pa3yoT rerepoanumMep, ClOoCOOHbI MTHTMOUPOBATH OTIO-
cpenoBaHHblil kKoMmiekcom mMTORCI (mammalian Tar-
get of Rapamycin Complex 1) curHanbHbIi Kackaa. My-
taiuu B reHax TCST u TSC2 Benyt K notepe ux GyHKIIMu
U CBSI3aHHOM ¢ MyTallUSIMUA TIATOJIOTUIECKOW aKTUBAIIUU
krHa3el MTOR. KnHa3za sgBisieTcst KIIIoYeBBIM peTyJIsiTo-
poM pocTta u npoaudepauuu kiaetok. [Toatomy npu naH-
HOM 3a00JIeBaHUM Pa3BUBAIOTCS MHOXKECTBEHHbBIE JT00-
pOKaueCTBEHHBbIE OIMyXOJW (TaMapTOMBbI) B Pa3IUYHBIX
opraHax, BKJII04asi TOJJOBHOM MO3T, IJ1a3za, KOXY, Cepalle,
MOYKH, TIeUeHb, JIETKUE, XKeTYTOYHO-KUIIEYHbI TPaKT,
SHIOKPUHHYIO M KOCTHYIO CUCTeMBI. [TocTereHHO Mpo-
rpeccupys M yBeJIMUMBAsICh B pa3Mepax, OHU HapyllIaioT
(yHKLIMU OopraHOB, WHOTIA MPUBOIS K (DaTaJbHBIM ITO-
crenctBusMm [1-3].

HecMoTpst Ha 3HAYUTETLHBIN MPOTPecCc B M3ydYeHUU
TyOEpO3HOTO CKJIEpO3, 10 CUX TOp B €ro IaToreHe3e
U KJIMHUYECKOU CUMIITOMATHUKE MHOTO «OeJTbIX MSATEH».
HenocraTouHo xopolo n3ydyeHa Bo3pacTHasi AMHaMUKa
MHOTOYMCJICHHBIX HEBPOJOTMYECKUX U COMATUIECKUX
CUMIITOMOB, WX BapuabeIbHOCTh, 3aBUCUMOCTb MX Ya-
CTOTBI M CTETTEHU TSXKECTH OT TeHETUYECKUX MPOSBIIe-
HUIi, TIpOTHOCTUYeCcKoe 3HaueHue [4]. Majo maHHBIX
IO PeIKUM CUMIITOMaM TyO0epO3HOTO CKJIepo3a, KOMOpP-
OMIHBIM 3200JIeBaHUSIM, OCOOEHHOCTSIM TCUCHUST DU -
nericun. [IpeacTaBasioT MHTEpeC U BepOSITHbIE STHUYE-
cKMe 0COOeHHOCTH 00JIe3HU (HampuMmep, TeHETUYeCKue
OTJINYMST POCCUICKON TTOMYNISILINN), TAKTUKU BEICHMUS
" JiedeHUs TalreHToB. HemocTaTouHo JaHHBIX TTO (-
(beKTUBHOCTHU U TIEPEHOCUMOCTH METMKAMEHTO3HOM Te-
panuy ¥ HeMeAMKAMEHTO3HOTO (B TOM YHCJIe XUPYPTH-
yeckoro) BMemareabcTBa. He Tak naBHo B Poccun Ob11
3apeTUCTPUPOBAH TIpernapar 3BEPOJTUMYC, KOTOPHIA (-
(bekTUBEH B JIeYEHUU TUTAHTOKJIETOUYHBIX aCTPOILIUTOM
TOJJOBHOTO MO3Ta M aHTUOMUOJIUTIOM TIOYEK, acCOIUM-
POBaHHBIX C TyOepO3HBIM cKiepo3oM. Ero mosmieHune
JIeJlaeT aKTyaJlbHOW TIpoOjeMy M3y4eHUs IIUTETbHON
93 HEKTUBHOCTU M MEPEHOCUMOCTH 3BEPOJIMMYyca BHE
pPaMOK KJIMHWYECKUX MCIBITAHWN B YCJTOBUSIX KIWHU-
YeCKOM MPaKTUKU. B CBSI3M ¢ 3TUM HEOOXOAUM ITOCTO-
SIHHBI KOHTPOJb MU3MEHEHUM B COCTOSTHUM OOJIBHBIX
TyOepo3HBbIM CKIepo3oM. OOBIYHO B 3TUX CIIydasiX MC-
MTOJIL3YIOTCS CIEeIMaTU3UPOBAHHBIE KOMITBIOTEPU3UPO-

OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

BaHHBIE perucTpbl. CUCTEMBbI TAKOTO TUIIA TPUMEHSIOT-
¢S B pa3HbIX CTpaHax, B TOM uucie B Poccun.

Lens cozmanust Perucrpa OOMBHBIX TyOEpO3HBIM
CKJIEPO30M — COOp ¥ MOHUTOPHUHT JAHHBIX 110 KIMHUYE-
CKUM TIPOSIBJICHUSIM, MEIWKAMEHTO3HBIM W HeMeIuKa-
MEHTO3HBIM BMeIIaTeIbCTBAM 1 MCX0daM 3a00J1eBaHS.

3apaum peructpa:

1) OLICHUTH YACTOTY, BO3PACT MPOSIBIIEHUSI U BO3PaCT-
HYIO JMHAMUKY XapaKTepHBIX CUMMITOMOB TyOEpO3HOTO
cKJIepo3a (KOXKHBIX TTPOSIBIICHUM, STTUIETITUYECKUX TTPU-
CTyNOB, pabJIOMUOM Cep/lla, TMTAHTOKJIETOYHBIX acTPO-
LIUTOM, aHTUMHUOJIUTIOM TIOYEK U JIp.);

2) BBISIBUTb pEAKUE CUMITTOMBI TyOEPO3HOTO CKJIEPO-
3a (JInMpaHTUOIEHOMMOMATO3 JETKUX, aleHOMa OKOJIO-
IIMTOBUIHBIX XeJIe3 U [IP.) U OLIEHUTh UX YaCTOTY;

3) onpeneauThb CIEeKTP W YaCTOTy KOMOPOUIHBIX CO-
CTOSTHUI 1 3a00JIeBaHUIA;

4) YCTaHOBUTb XapakKTep MEIUKaMEHTO3HBIX U He-
MEIMKAMEHTO3HBIX BMeEIIATeJIbCTB, UX 3((HEKTUBHOCTh
U MEPEeHOCUMOCTb, a TAKKe UCXO/IbI TEPATIHH;

5) NpoaHanM3MpPOBaTh PE3yJIbTAThl TEPATIUU 3BEPOJIH-
MYCOM TMTaHTOKJIETOUHBIX aCTPOLIMTOM W aHTUMMOJIM-
TIOM TOYeK.

Martepuan n metoapl

B peructp BkJIIOUYalOTCS MALMEHTHI (AETU U B3POC-
Jible), Habmonalomuyecs (aMOyaIaTOpHO WM CTallMOHAap-
HO) B OTACJICHUM TICUXOHEBPOJOTUM M SIMWJIETITOJIOTUN
HUKMUW negunarpuu 'BOY BITO PHUMY uMm. H.U. I1n-
poroBa MuHnsapasa Poccun. [t BKJIIOUeHUsT B peTUCTp
JIMarHo3 TYOEpO3HOro CKJIepo3a JOJIKEH ObIThb «HECO-
MHEHHBIM». HeCOMHEHHBII AMarHo3 Ty0epo3HOTro CKJie-
po3a ycTaHaBJIMBAETCSI HAa OCHOBAHUW HaJIWYUs JBYX
MEePBUYHBIX TPU3HAKOB WJIM OIHOTO TIEPBUYHOTO U IBYX
BTOPUYHBIX MPU3HAKOB 3a00JI€BaHUsI, COTJIACHO KPUTE-
pusiM auarHosa [2]. Y oTnenbHbIX MallMeHTOB, BKIIOYEH-
HBIX B PETUCTpP, MPU HEXBAaTKe KIMHUYECKUX KPUTEPUEB
HMMeJIOCh TEHETUYECKOE MOATBEPKIEHUE arHo3a (0oHa-
pyxeHue naroreHHoil mytauuu reHoB 7.SCI wiu TSC2).
YV Bcex MalueHToB UCCIe0BaIach POIOCIOBHAsI, TTOJAB-
JISio1eMy OOJIBIIMHCTBY TPOBOIMJIMCH HEOOXOAUMBbIE
JlabopaTopHble OO0CIenoBaHUSI — 2JEKTposHIledano-
rpamMma, axokapauorpacdusi, MAaTHUTHO-PE30OHAHCHAsI TO-
morpadus (MPT) ronoBHOTo Mo3ra, yJIbTpa3ByKOBOE UC-
cienoBaHue rnovek (mpu Heooxonumoctu MPT nouex).

JIuzaiin PerucTpa GOJBHBIX TYOEPO3HBIM CKJIEPO30M.
ITporpammHbIii KOMILUIeKC «Pernuctp GoMbHBIX TyOepo3-
HbIM CKJIEPO30M» PEIM30BaH B JIByX BapUaHTaX: CeTe-
BOIi, MPU KOTOPOM 0a3za JaHHBIX PACTIONOXeHa Ha cep-
Bepe MS SQL 2008, u nokanbHbIi, ¢ cepepoM MSDE
wm SQL EXPRESS 2008, pacronoxeHHbIM Ha Tepco-
HaJIbHOM KOMIIBIOTEpE BMECTE C KJIHMEHTCKON YacThlO.
IIpu BTOpPOM BapuaHTe TMpeaYCMOTPEeHAa BO3MOXHOCTb
rnepeaayd U OObeIUHEHUS JaHHBIX C Pa3HBIX KOMIThIO-
TepoB. KiumeHTCKasi 4yacThb TporpamMMbl peaarM3oBaHa
Ha s13bIKe ITporpamMupoBanus Visual Basic 6.0. baza man-
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HBIX PyHKIIMOHUpPYeT non yrpasieHueM MS SQL Server
2008 u MSDE 2000. TTporpaMMmHBIe TIpOLIEaYpPHI U 3a-
MPOCHI CEPBEPHOI YaCTH peanu30BaHblI Ha SI3BIKE CUCTE-
™Mbl yripasiaeHust 6azamu gaHHbiX (CYB/I) Transact-SQL.
Peructp OyHKIMOHUPYET TTOA OTEPALIMOHHBIMU CUCTE-
mamu Windows XP, Windows 7.

Mudopmaiys o mamueHTax XpaHUTCS B TabIv-
1max 6a3el JaHHBIX. [1oJsT TIaBHOW TaOMWIIBI comepsKaT
KakK MOCTOSIHHYIO, TaK M TEKyIIylo (OOHOBJISIEMYIO0) UH-
dopmanmio. B 3T0it Tabnauile Ha KaxXmoro mamyeHTa
MMeeTCsl OIHA 3aMKCh, KOTOpasi XpaHUT YHWKaJbHBIN
JITST KaskKI0TO TTallMeHTa TTepCOHATBHBIN MASHTU(PUKATOP.
JInst XpaHeHUs apXuBa HAOTIOAeHWIA 32 IMHAMUKOW CUM-
MTOMOB (JIHEBHUKU HAOJII0IEHUIT) B Oa3e co3aaHbl Ta0IU-
1IbI, CBSI3aHHBIC C TJIABHOW: MTWHAMUKA STICTITUIECKUX
MPUCTYIIOB, JAWHAMHMKA pPa3MepOB TMTAaHTOKJIETOYHBIX
acTPOLIMTOM, OTUHAMUKa aHTHO(MUOPOM, TUHAMHUKa aH-
TMOMUOJIUTIOM, TMHAMWKa KOHIIEHTPAIlUN 3BEpOIMMYyca
B KpoBU. Kaxkmasg u3 3TuX TabGJIWIl CONEPXKUT TaHHbBIE,
MOJTyYeHHBIE BO BpeMsI TEKYIIIUX OCMOTPOB OOJIBHBIX. 3a-
MUCH B TaOJMIIAX CBSI3aHBI C COOTBETCTBYIONIEH 3aITUChIO
B TJIaBHOM TabJMIIe TTO MACHTU(UKAIIMOHHOMY UHAECKCY
marmueHTa. LlemocTHOCTh 6a3bl JaHHBIX KOHTPOJIUPYET-
Csl COOTBETCTBYIOIIIMMHU TTPOTPAMMHBIMK TTPOLIEAYPAMH.
Kpome Toro, B 6aze mmerorcst TaOIMIIbI, COAEpXKalllue
crnpaBoYHyl0 MHMopmanuio (Tabiuiia ¢ KojgaMyd M Ha-
MMEHOBAaHMSIMUA PeTMoHOB Poccum M Tabiauiia CUMIITO-
MOB). B knmeHTcko#t yactTu uHTepdelc Mmojb3oBaTes
peasn30BaH C TOMOIIBIO CTaHAAPTHBIX (OpPM, TMO3BO-
JISTIOIIUX 3aHOCUTh HOBYIO MH(pOpMaInIo B 6a3y TaHHBIX,
MpOCMaTpWBaTh 3alUCH U PEIaKTUPOBATh MH(MOPMAIINIO
0 KaXXJIOM TTallueHTe.

IIporpamma cHaOxXeHa cHpaBOYHON WHQOpPMAIIM-
el M PYKOBOJACTBOM I0JIb30BaTesisd. bosee momapoOHO
C JU3aifHOM perHucTpa MOXHO O3HAKOMUTBLCS B CTaThe
Bb.A. Ko6puHckoro u coast (2014) [5].

leHeTHyeckue wuccienoBanusa. [lombITKa ITMAarHOCTU-
YeCKOro MPUMEHEHUST MMOJTMMepa3Hoi LEMHOM peaKIInu
B peaJlbHOM BpPeMeHU C JeTeKIMel MO0 KOHEYHOI TOUKe
B POCCUICKOI TIOMyJISIIMK OKaszajach HeymadyHoil. Co-
tpynHuku HWJI oOuieit matosoruu mpoBey uccienoBa-
HHE YaCTOTHI BBISIBJIEHUSI 18 TOYEUHBIX MyTallii B TeHaX
TSCI v TSC2, onucaHHBIX B IUTEpaType KaK «aCCOLMU-
pOBaHHbBIE C TyOEPO3HBIM CKJIEpO30M» (ObLTM BBIOpAaHBI
HaunboJee YacTO BCTPEeUaloIInecs 1Mo JaHHBIM JIUTepaTy-
pbl myTauuu). Mccnenosanust mposeaeHbl y 10 mamuveH-

ToB 1 y 20 pomnuteneit. YkazaHHbIE TOYEUHbIE MyTalluU
He ObUIM BBISIBIICHBI Y 00C/IeIOBAaHHBIX WHIMBUIYYMOB,
Ha OCHOBAHUU YeTo ObLIO CleJlaHO 3aKII0YeHHE, YTO Ha-
JINYYEe TaHHBIX MyTaIllMii HE XapaKTepHO IIJISI POCCUMCKON
MOy 00NbHBIX. JlaHHBIN (akT ObLT MOATBEPXKIEH
cekBeHupoBaHueM reHoB T.SCI u TSC2. Tlpu TapreTHOM
CEKBEHMPOBAHUM ObLIT BBISIBJICH PSIJl MHBIX TOUEUHBIX MY-
Taluii, XapaKTePHbIX, BEPOSITHO, UMEHHO JIJISI POCCHUIA-
cKoii momynsiiuy naiueHToB. [loatoMy B manbHeieM
reHeTnyeckasi IMarHoCTUKa TMPOBOAUIACH METOAOM Ce-
kBeHupoBaHusi reHoB TSCIu TSC2 .

OrpannyeHuss B Au3aiiHe wuccienoBaHus. JlaHHBIN
PETUCTp HE SIBJISIETCSI TIOMYJISIHMOHHBIM, T.6. HE HOCHUT
o01Iepoccuiickoro xapakrepa. Pernctp He mo3sBojisieT
OLIEHUTh PacTIPOCTPAaHEHHOCTh 1 3a00JIeBaeMOCTb TyOe-
pO3HBIM cKJIepo3oM B Poccuiickoit denepanyn. Coot-
BETCTBEHHO TIOJIyYeHHbIE B HEM HaHHbIE MOXHO OyaeT
TOJIBKO C OTOBOPKOI KCTParnoJIMpoBaTh Ha BCIO pOCCUTA-
CKYIO TIOTYJISIIIAIO MALIMEHTOB C TYOEPO3HBIM CKJIEPO30M.

Pe3ynbratbl

Ha MoMeHT HamMcaHMs CTaTbU B PETHCTP BKITIOYEHBI
303 maumeHTa B Bo3pacTe oT 4 Mec 10 28 JIeT, Cpeu HUX
JIAI] MYKCKOTO mojia — 156, skeHckoro mona — 147. Pac-
npejesieHre TallMeHTOB MO BO3PACTHBIM TPYITIaM MpUBe-
JIeHO B TaouI. 1.

Peeuon npoxcuseanus nayuenmosg. JlJaHHbIE O PeTUOHE
MpoXKWBaHUsI OTCYyTCTBOBaIM B 41 Kaprte. B octaBmmxcs
262 kapTtax ynmoMsiHyThI 62 u3 85 pernonos Poccun. Pac-
npejesieHre YKcia MalMeHTOB MO perMoHaM MPOXWBa-
HUS TIpeJICTaBJIeHO B TaoOI. 2.

lenemuueckue Oaunnvie. CeMeilHast OTSITOIIEHHOCTb
Mo Tyoepo3HoMy cKiieposy 3adukcuponaHa y 30 (9,9%)
13 303 maiueHToB, YTO cocTaBsieT. Y 9 malueHToB TyOe-
PO3HBIM CKJIEPO30M CTPaAaroT CUOCHI, Y 6 — CUOCHI U pO-
nutenu. 3abosneBaHue y maTtepu 3apuKcupoBaHO B 12
ciyyaeB, y ota — B 12. ¥ 3 manueHTOB OblIM OOJIbHBI
JNeAylUK 1y 3 — 6a0yIIKu.

MertonoM TapreTHOro CeKBeHMpPOBaHUSI ObLIO OOCie-
noBaHo 75 manueHToB. Myrtauuu reHa TSCI Obutn 00-
HapyXeHbl y 29 (38,6%) mamuenToB, reHa T7SC2 — y 46
(61,4%). CooTHOIIIeHNEe YKCIia TTAMEHTOB ¢ MyTalllsIMU
BTeHe 7SC2u uyncia mauueHToB ¢ MyTanussMu B reHe 7.5C1
coctasuiio 1,59:1. K coxaneHuto, xapakTep MyTaiuii B CO-
OTBETCTBYIOIIEM pa3jielie PerucTpa OTpaxkeH Halleko He y
Bcex mareHToB. TeM He MeHee, OYeBUIHO, UTO CPEIN MY-

Tabauya 1. Pacnipeneiienre ManuenToB MO BO3pacTHbIM rpymmam (7=303)

BospacrHas KaTeropusi

Yucno nauyMeHToB

aoc. %
Mo 2 net 16 5,3
Or 2 110 6 j1eT 60 19,8
Ot 7 no 17 ner 148 48,8
18 et u crapiie 79 26,1
Bcero... 303 100
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taumii reHa TSCI npeobiagany MpOTSDKEHHBIE JIe/elnu,
a cpenu myTatmii reda 7.5C2 — ToO4euHbIe MUCCEHC- M HOH-
CEHC-MYTalllM, CBA3aHHBIE C 3aMEHOI HYKJIEOTHIA.

Panee He omucaHHbIE B MUPOBOI JIUTEpaType MyTa-
MY OBLTW BBISIBJIEHBI TOJIKO B TeHe 7.SC2y 10 manueH-
ToB; p.Glu234Term; p.Argl369Trp; ¢.5217-5221delgtgga;
¢.5089insT; p.Glul087Term; p.GLn1342Term; IVS9-1
G/C (NpuBOAUT K MCUE3HOBEHMSI caiiTa CIIaliCHMHTA);
¢.5142 _5153dell12; ¢.369insA; p.Ser1254Term.

Bospacm ycmanoenenus oduaenoza SBISETCS BAXKHBIM
rmokasaTejeM, TaK KaK KOCBEHHO MOXKET CBUICTENb-
CTBOBAaTb O CBOEBPEMEHHOCTH AMATHOCTUKU. B peructpe
CBeJCHUSI O BO3pacTe YCTAHOBJCHMS AMArHO3a OTCYT-
ctBoBanM y 165 maumeHToB. PacmpeneneHne GONBHBIX
TT0 BO3PACTy YCTAaHOBJIEHUS TUArHO3a TyOepO3HOTO CKIIe-
po3ay 138 maimeHToB MPUBEIEHO HAa PUCYHKE.

Kaunuueckue nposenenus. Hactora OCHOBHbBIX KJIIMHU-
YeCKUX TIPOSIBIICHUT TyOEpO3HOTO CKIIepo3a TpecTaBe-
Ha B Ta0. 3.

IMopaxkeHre HEPBHOU cUCTEMbI. DMUJETICUS Y HAIIUX
MaleHTOB OTMevaach 9acTo (B 86,8% citydaeB) v B 60JIb-
IMHCTBe ciydaeB —17 (66,8%) u3 262 HayaTach B BO3pacTe
10 2 et Y 68 (25,9%) u3 262 mauyeHTOB OTMEYaIcst CUH-
npom Becra, y 149 (56,9%) — cumntomaTrueckast (poKab-
Hasl IWIeTicust, y 45 MalMeHToB B KapTe 3a(hMKCUPOBAHO
TOJILKO HAJIMIKE SIWIETICUN 0e3 YeTKOU (DOpMYyTMPOBKY €€
(opmbl. TTpUCTYITBI HA MOMEHT 3aTIOTHEHUST KapThl OTCYT-
cTBOBaNM y 60obimHCeTBa —y 204 (72,4%) maleHToB, HO 'y
75 (28,6%) n3 262 3aprkcrupoBaHO HaIM4ue (apMakope-
3UCTEHTHOCTU. VIHTeUTeKTyaTbHbIe HapyIIeHHs ObUTH Ove-
BUAHBIMU Y 39,3% manmeHToB, HO YMCTBEHHAsT OTCTAJIOCTh
OblTa KOHCTaTUpoBaHa TOJIbKO y 22 (7,2%) u3 303, mpudyeM
TspKesoi oHa Obuta y 13. PeueBble HapyllIeHNUsI OTMEUaIUCh
y 25 (8,3%), cpenn HUX oOIllee HEAOPa3BUTHE peun — Y 7
MaleHTOB U OU3apTpust — y 5. AyTM3M M 9epThl ayTh3Ma
o 3apukcrpoBanbl y 34 (11,2%), naMeHeHUsT TIOBeIe-
Hust —y 42 (13,9%), B ToM 4nciie CHHAPOM AeUIIuTa BHU-
MaHus1/TUIepakTuBHOCTH — y 16 (5,2%), arpeccust — y 3
JeTeid. Dnuiencus Oblaa CyleCTBeHHBIM (haKTOPOM prcKa
(a BO3MOXXHO, ¥ TIPUUMHOI) Pa3BUTHS MHTEJICKTYaTbHBIX

Tabauya 2. PernoH npoKUBaHUS NMANMEHTOB

OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

HapyleHuii y aeteit. HapyleHus MHTeIUIeKTyaIbHOTO pa3-
BUTHST BCTpevyaanch y 118 u3 263 manmeHToB, CTpaJaBIINX
SMWIETICUE, ¥ TOJIBbKO Y 1 13 40 manneHToB 0e3 SIUIeTICUn
(»<0,001). IMporpeccupytoiasi runpoliedanusi B pe3yybrate
pOCTa cyoaTIeHIMMATBHBIX THTAHTOKJIETOYHBIX aCTPOLIUTOM
pazBunach y 5 (3,8%) u3 131 manmeHTa.

Heiipopannonornyeckass —KapTuHa  TyOepO3HOTO
ckiieposa. TyGepbl Kak OWMH M3 IJIaBHBIX MPU3HAKOB Ty-
6epo3HoTO CKilepo3a ObUI BhISIBICHB ¥ 81 (61%) n3 131
manpeHTa. [To Tokanm3aly oHY Yaile OTMeYaIiuch B JI0O-
HbIX 1osax — y 39 u3 131, pexxe B BUCOYHBIX Y TEeMEHHBIX
noJsix —y 26 u 23 u3 131 cOOTBETCTBEHHO), e1lie pexe —y 16
u3 131 — B 3aTBUIOYHBIX A0sX. Jpyroii epBUYHBINA TTPU-
3HaK TyOEpPO3HOTO CKJIepo3a — CyOaTeHAMMAaIbHbIE Y3JIbl —
onpenensiica y 86 (65,7%) w3 131 mauumenTa. Takue mopoKu
Pa3BUTHSI TOJIOBHOTO MO3ra, KaK YaCTUUHAsT areHe3usl MO-
30JIMCTOTO TeJia, (POKaTbHbIE TUCTIA3UN KOPBI, IITU39HIIE-
damust v n1p., 66U BBIsIBIEHBI Y 38 (29,0%) manumeHToB.
MurpalMoHHbIe TpaKThl omucaHbl Toibko y 2 (1,53%)
neteit. CyOoamneHIMMabHbIe TMTAHTOKJIETOYHBIE aCTPOLIN-
TOMBI OBUTH BhIsIBIIEHHI Y 49 (16,2%) n3 303 0ombHBIX, y 39
MallMeHTOB OHM JUATHOCTUPOBAICH C OTHON CTOPOHHBI,
y 10 — OblTM ABYCTOPOHHUMU. YKa3aHHBIE acCTPOLIMTOMBI
MPENMYIIECTBEHHO BBISBISUINCH Y TIALMEHTOB U3 Mo-
ckoBckoit obnactu (n=13), KpacHomapckoro kpast (n=13)
n CaepmioBckoit obsactu (n=4). B octaabHBIX permoHax
¢ cyOaIMeHaMalIbHble TUTAHTOKJIETOYHBIE aCTPOIUTOMBI
Y MaLlMEeHTOB JINOO He BBISIBIISUTHCH, TMOO ObLTN TMarHOCTH-
POBaHbI B OTAEIBHBIX CITyJasiX.

Koxnble mposiBieHus. [WMONMATMEHTHBIE TISITHA
61T 06HapykeHbI y 201 (66,3%) u3 303 manueHToB, aH-
ruodudpomsl nua — y 89 (29,4%), ¢pubpo3Hbie GsIII-
ku —y 77 (25,4%), y9acTKU «IIarpeHEeBO» KOXU — y 47
(15,5%), oxononorreBble pudpombl — y11 (3,6%), mar-
kue pudpomer —y 22 (7,3%).

IMopaxkeHne BHYTpeHHUX opraHoB. O4YeBUIEH TOBOJIb-
HO BBICOKHWI1 TIPOLIEHT BBISIBJICHUS padmomMuoMm — y 134
(44,2%) w3 303; OHU BBI3BIBAJIM HapyIIIeHHE CEPAECYHOTO
putMmay 19 u3 134 nereii. Hu y onHoro naiueHTa ¢ padao-
MHOMaMHU He ObIJI0 OOHApYKEHO HapyIIeHWIl TeMOArHA-

Yucio nauueHToB B perucTpe

Pernon TIPOKUBaHUA

102 MockoBckast 06JacTh
8 KpacHomapckuii kpait
7 Pecnyonuka [arectan, Tynbckast oosactb, YyBalickas Pecriyoamka
5 Kuposckas obiaacts, PocToBckast 061acth, CMoseHcKass 00J1acTh
BpsiHckas obnacts, [1epmckas obaacts, Pecrydnuka bamkoprocran, Pecriyonuka Ka-
4 penusi, Pecriyonka Komu, Pecniyonuka Tatapctan, CBepuiioBcKasi 00JiacThb, YeueHcKast
Pecnybnuka

Bnanumupckast o6inacts, Mpkyrckas obaactb, KanuHuHrpaackas oonacts, Koctpom-
3 cKast obsactb, OpeHOyprckast 061acTh, [IpuMopckuii Kpaii, CTaBponoJbCKUil Kpait,
TromeHckast obaactb, YensiouHckast odaactb, SIMano-HeHelkuii okpyr

1-2

Anraiickuii Kpaii, AcTpaxaHcKasi 00JacTh, benropoackasi obaactb, Boarorpaackas

obnactb, Bonoroackas o61acth u ip.

Ilpumeuanue. B Tabnuiie He yKa3aHbl PErMOHbI, M3 KOTOPBIX HE ObLIO MAllMEHTOB, M YaCTh PETMOHOB, U3 KOTOPBIX ObLIO MO 1—2 nalueHTa.
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Tab6auya 3. YacToTa OCHOBHBIX CHMIITOMOB TYOEPO3HOIO CKJIEP03a MO JAHHBIM PETHCTPA B CPABHEHNH C JAHHBIMU JUTEPaTypbl (1=303)

OCHOBHbIE CUMIITOMBI

HpOIICHT ITaTE€HTOB
C CUMIITOMOM, 11O JaHHBIM

Yucao naureHToB
C CUMITOMOM, abc¢. (%)

JIUTEepaTyphr®
Dnuencus 263 (86,8) 85—96
HapyieHusi MUHTeIEKTYaJIbHOTO Pa3BUTHS 119 (39,3) 50
AyTuU3M 1 YepThl ayTU3Ma 34 (11,2) 17—68
W3meHeHus noseaeHus, Bkiaovass CIABIT 42 (13,9) bonee 50
Ty6epsl (n=131) 81/131** (61) 95—100
Cy06areHIuMabHbIE Y3JIbI 86/131 (65,7) 95-98
MurpaioHHble TpakThl (n=131) 2/131 (1,53) 30-95
Cy0aneHauMalIbHbIe TUTAHTOKJIETOUHbIE aCTPOLIUTOMbI 49 (16,2) 5-20
[monurMeHTHBIE TATHA 201 (66,3) 90
AHrnouOpPOMBI Juiia 89 (29,4) 47-90
Dubdpo3HbIe OIAIIKI 77 (25,4) 30
VY4acTKu «IarpeHeBoii» KOXK1 47 (15,5) 21-68
OKOJIOHOTTEBBIE (DHOPOMBI 11 (3,6) 19-52
Msirkue hudopombl 22 (7,3) 30
PaGmomuombl cepiia 134 (44,2) 20—60
AHTMOMMOTUIIOMBI 126 (41,6) 48—67
[Monukucros moyek 99 (32,67) 18—35
KaprnHoma mouku 1(0,33) 1-2
[Mopaxenue KEYNIOUHO-KHUIIEYHOTO TPAKTA (raMapTOMBI MEYEHU 38 (12.5) 2%
Y MOKETYIOUHOI XKeJe3bl)
TamapToMBbl ceTyaTKu 70 (23,1) 50

Ipumeuanue. * TIpUBOAUTCS AUATIA30H YaCTOT 1O AaHHBIM utepatypsl [ 1—3]. CABIT — cunapom aeduiinta BHUMaHUS U TUTIEPAKTUBHOCTH.

MUKHU. PabmoMUOMBI TTOABEPIINCH OOpATHOMY Pa3BUTHIO
v 4 marmeHTOB (HEBBICOKHI MPOIIEHT, TI0 BCEi BUIUMOCTH,
CBSI3aH C KOPOTKUM CPOKOM HAOJTIOIEHUSI B PETUCTPE).

AHTUMMOJIMIIOMBI TOYEeK ObUIM HaWaeHbl y 126
(41,6%) u3 303 mereit. OHU JTOKATU30BAINCH B OMHOU
MoYKe y 58 manueHToB, B ABYX moykax — y 68 (53,9%)
n3 126. MHOXeCTBEeHHbIE aHTUMHUOJIUITOMBI OTIpeIesisi-
ek y 60 (47,6%) u3 126 mammenrtos. [Iporpeccuposa-
HUe (yBeJIMYeHWEe B pa3Mepax M Yucjie) aHTUMUOIUIIOM
6610 oTMedeHo y 15 (11,9%) u3 126 6onbHBIX. [Tomm-
KHUCTO3 To4eK OblT obHapykeH y 99 (32,67%) u3 303
MaleHTOB, KaplIMHOMAa MOYKHW — y OJHOTO TMalueHTa.
IMoueyHast HeZOCTAaTOYHOCTh 3aperMcTpupoBaHa y 4
OOJIBHBIX, apTepuabHas TUIIEPTOHUST — Y 3, KPOBOU3-
JINSTHUE B TIOYKY — Y OJTHOTO.

IMopaxkeHus KeJyTOYHO-KHUIIIEYHOTO TpaKTa B OC-
HOBHOM 3aKJIIOYaJINCh B HAJIMYMU y TIALIMEHTOB TaMap-
TOM TIeYeHU U TIOIKETyI0YHOM Kese3bl — y 38 (12,5%)
60s1bHBIX. DUGPOMBI POTOBOI TTOIOCTH U Je(PEKTHI IMATIN
3y0OB He 3apeTUCTPUPOBAHBI HU Y OMHOTO MalieHTa (He-
CMOTpS Ha HAJTMYME 3TOTO CUMIITOMA B KapTe).

YactoTa ramMmapTom cetdatku coctaBuia 23,1% (y 70
u3 303).

Ocrannch He3aIMOTHEHHBIMU pa3iesibl, UMEIOIINE OT-

HOIIIEHUST K TIOpaXkeHWI0 KOCTHOU TKaHW U JTMM(baHTHIO-
JIEHOMMOMATO3y, HU Y OJHOTO M3 TMaIlMEHTOB HE OKa3a-
JIUCh 3apETUCTPUPOBAHHBIMU 3TU CUMIITOMBI.

Bospacm evisenenus nepeuunbix cumnmomos Tyo6epo3-
HOTO CKJIEpO3a BaxKeH, TaK KaK MO3BOJISIET CYIUTh O CBOE-
BPEMEHHOCTH JMAarHOCTUKU 3abojieBaHMsl. Bospact
JMUAarHOCTUKKU CUMIITOMOB, KOTOpBIE MOSBISIIOTCS paHo,
MpuBeIeH B Ta0JI. 4.

JlaHHBIE O BO3pAaCTe BBISIBJICHUSI CYOATTeHINMAabHBIX

YNCNO NaUMNEHTOB C YCTAHOBJ/IEHHbIM

ANArHO30M
2
24
0-2roga
W 2-6 net
69
7-14 net

M 18 net u cTaple

Pucynox. Pacnpenenenne OOJBHBIX TYOEpO3HBIM CKJIEPO30M
(n=138) no Bo3pacTy ycTaHOBJIEHHS TUATHO3A.
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TUTAaHTOKJIETOYHBIX aCTPOIIMTOM €CTh y 28 13 49 maiueH-
TOB C 3TOI OMYXOJIbIO: Y 4 MAllEeHTOB OHA OblJIa TMAarHO-
CTHpOBaHa B BO3pacTe okoJio 2 jietT, y 14 — no 12 Jner, T.e.
y OOJIBIIMHCTBA — B IETCKOM BO3pacTe. AHTUMUOTUTIOMbI
TakXe BBISIBISUTUCH PaHO (MMEIOTCST CBEIACHUsI, Kacalo-
muecs 42 u3 126 nauyeHToB) — OT 4 10 13 neT (cpeaHuii
BO3pacT IMarHOCTUKM 5,8 rona).

Medukamenmo3Hnvie U HemMeOUKAMeHMO3Hble Mepo-
npusmus. B perncTpe ecTh HaHHBIE O Ha3HayaeMbIX
AHTUBTIMJIENITUUECKUX TIpemnapatax y 97 TalueHTOB.
IIpeBanupoBan BaiabmpoaT, Ha3HayeHHBI 58 00Jb-
HbIM. Burabarpus nosyvyanu 12 naiMeHToB, Kapbama-
3enMuH — 9, NeBeTHpaneTaMm — 8, Tomupamat — 9, oK-
ckapb6azenuH — 3.

B peructp 06111 BBeIcHBI TaHHBIE 7 MAIIUEHTOB B BO3-
pacte ot 2 mo 20 sieT, moaydarommx 3Beponumyc. [Toka-

3aHMeM K Ha3HAYeHUIO 3BEPOJMMYca Y BCeX MallMeHTOB
ObLJIO HaIMYME CYO3TMEHANMATbHBIX TMTAHTOKJIETOYHBIX
acTPOLIMTOM, BCE TALMEHTHl MMEIU aHTUMUOJIUIIOMBI.
Jlo3a aBeponmmyca coctapisiia 7,5—10 MT 1 TOIBLKO Y O -
Horo mauueHTa — 15 mr B cytku. CyauTh 0 TMHAMUKeE
pa3MepoB CYO3TEeHIUMATbHBIX TMTAHTOKJIETOUHBIX aCT-
POLIUTOM UM aHTUMMOJIUIIOM, a TaKKe O TMePEeHOCUMOCTH
MperapaTa ToKa He TPEACTaBIsSIeTCS BO3MOXHBIM, TakK
KaK 3TH pas3ziesibl 3aMOJHAINCH HETOCTATOYHO XOPOIIIO.

Heitpoxupyprudueckast omepamnusi o TOBOAY CyO-
SMEHANMATBHBIX TMTAHTOKJIETOUHBIX aCTPOLIMTOM ObLTa
npoBeneHa 9 marreHTaMm. OMO0IN3AIMK TTOYSUHBIX apTe-
puii He 6bL10. [Touka ymajaeHa y oqHOM allMeHTKH M3-3a
pPETPOTNIEPUTOHEATBHOTO KPOBOUBIUSHUS.

Jlemanvhbie ucxodvt. 3apUKCUPOBAHBI 2 JIETATLHBIX
ncxona. IprmuuHBI MX (KaK BO3MOXHBIE MEePEYNCITICHBI

Tabauya 4. Bo3pact, B KOTOPOM Y NALHEHTOB 0OHAPYKHUBAIUCH THIOMUTMEHTHbIE MATHA U PA0IOMHOMBI Cepia

JlaHHbIE ecThb/

Bospact o6HapyxXeHust

(n=132)

Cumnrom <1 mec <6 mec <12 mec
JAHHBIX HET
Yuco gereit, abe. (%)
[unonurMeHTHBIE
e (re211) 102/109 33(32,4%) 59 (57,8%) 66 (64,7%)
B O RO @) 79/53 21 (26,6%) 30 (37,9%) 34 (43,0%)

mu B renax 7.5CI1u TSC2 (n=78)

Tabauya 5. ComocrapiieHne 4YaCTOThI KIMHAYECKHX CUMIITOMOB Y MANMEHTOB ¢ TY0epO3HbIM CKJIEPO30M, 00YCIOBICHHBIM MYTALIS -

OCHOBHbIE CUMITTOMBI

YucIio NalmueHToB ¢ MyTaluei
B reHe T.SC2 (n=46)

Yuco nauyMeHToB ¢ MyTaluei
Brene 75CI (n=32)

Dnuiencust

Cunapom Becra

PesncreHTHAs SMIencus

ITpucTynbl OTCYTCTBYIOT

Hapy1ieHust M”HTeIeKTyaIbHOTO Pa3BUTUS
YMcCTBEHHast OTCTaIOCTb:

AyTHU3M U YepThl ayTU3Ma

WM3meHeHus1 moBeaeHust

Ty6epbr

Cy0aneHauMaabHbIe Y3JIbl

COIA

TunonurMeHTHBIE MSITHA

AHTr1Mo(uOpPOMBI 1A

DuOpo3HbIE OISAIIKKI

PabnomuoMbl cepania

AHTMOMUOIUTIOMBI

TMonukucTos movyexk

TTopaxeHune KeryT0YHO-KUIIIEYHOTO TpaKTa

TamapToMBI ceTyaTKK

24 39
8 18
12 17
16 22
20 27
5 5
8 6
6 11
9 16
9 14
10 10
22 25
8 8
8 9
21 30
18 23
13 20
4 3
9 14

Ilpumeuarue. COTA — cy0arieHIMMaIbHbIE TUTAHTOKJIETOYHbIE ACTPOLIUTOMBI.
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Jopogpeesa M.IO. u coaem. TlepBbie pe3ynsTaThl HYHKIMOHUPOBaHMS Perictpa G0MbHBIX TYOEPO3HBIM CKIIEPO30M

SMUJIETITUYECKUI CTaTyC, CyO3IMeHAMMalbHbIe TMTaHTO-
KJIETOYHBIE aCTPOLIMTOMBI, PETPOINEPUTOHEATbHOE KPO-
BOMBJIUSIHUE, TIOYeYHass HEeIOCTAaTOUYHOCTb U JMMaH-
ruoJieiioMroOMaTo3) B KapTax He yKa3aHbl.

Kaunuko-eenemuueckue xoppeaayuu. bblia mpoBeieHa
MOTTBITKA TIOMCKA 3aBUCUMOCTM TSDKECTM TEUEHMST TyOe-
PO3HOTO CKJIEpO3a OT JoKaIu3aly MyTtaiuu B reHax 7.5C7
nmm TSC2. CpaBHMBaJIaCh 4aCTOTa BCEX KIIMHUYECKUX 1 pa-
JIMOJIOTUYECKUX CUMIITOMOB, TIPUBEIEHHBIX B Tabj. 3. Pe-
3yJIBTAaThl COTTOCTABJICHUSI TIPEICTABICHBI B Ta0JI. 5.

Hawm He ynanoch BBISIBUTH JOCTOBEPHBIX KIMHUKO-
TEHETUYECKUX KOPPEIsIUii, YTO, BEPOSITHO, 00YCIIOB-
JIEHO MaJIbiM 4yuciaoM HabmwoaeHui. Kak TeHaeHINIO
Mbl MOXEM OTMETUTh HECKOJIbKO OOJIbIIYI0 YacTOTYy
nH(paHTUIBbHBIX cna3mMoB (cuHapoma Becta) mpu Ty-
0epOo3HOM CKJIepo3€e, OOYCIOBJIEHHOM MyTallMel reHa
TSC2 (39,1% nipotus 25%).

00cyxaeHue

Peructp navan 3anonnsitbest B Havane 2014 . Tybe-
PO3HBII CKJIEPO3 OTHOCUTCS K Tpyrine penkux (opdaH-
HBIX) HACJIEACTBEHHBIX 3a00JI€BaHUI1, [TO3TOMY B TEUCHUE
1,5 neT HaMm ynajnoch BHECTU B HETrO AaHHbIE TOJNbKO 303
MaIMEeHTOB, YTO COCTABIISIET OKOJIO 4,3% poccuiickoii mo-
MyJITIUNA OOJBbHBIX (TIPOLIEHT OlleHEH OPUEHTUPOBOYHO,
WUCXOAS U3 HaHHBIX JINTEPATYphl O PacIpOCTPaHEHHOCTH
TyOepo3HOro cKiepo3a). Hebosbllioe 4ncio BKIIOUEH-
HBIX MAIlMEHTOB HE TTO3BOJIMJIO BBISIBUTH PENKHE CHM-
NTOMBI 3a00JieBaHUS — JMM@aHTHOIeIOMIOMATO3, Te-
MHTUTIOTPO(UIO, CEKPETUPYIOIIYIO afeHOMY TUImodusa,
raMapTOMBI JXeJIyIKa U Ap., YTO SBISIETCS OMHOM U3 TOJI-
TOBpEMEHHBIX IieJieil peructpa. CKopee BCero, paHbIie
Ha 3TU BOTIPOCHI OTBETUT MeXKIyHapOIHBIN PETUCTD TY-
0epO3HOTO CKJIepo3a, B KOTOPHIH BKItoueHB! 2000 mamm-
eHToB 13 31 cTpaHbl, B ToM uyucie uz Poccun [4].

B Ham peructp BHOCWINCH JaHHBIE TOJBKO MalieH-
TOB, OOpAIABIINXCS 32 KOHCYJIBTAlIMEe WA TOCTTUTAN-
zauueit B HUKHW nenmarpuu. Xorss HUKHW nenmarpuun
siBsieTcsl  (penepasibHOM MENUITMHCKOW OpraHM3aluei,
HEOOXOIMMO OTMETHUTD, YTO 3HAUMTENIbHAS YacTh MalueH-
ToB peructpa — 102 (33,6%) n3 303 manmeHTOB; WX TTPO-
xuBatoT B MockBe 1 MockoBcKoii obmactu. Hebombioit
CPOK BeJICHUST PETUCTpa U YIATIEHHOCTh TTPOXKUBAHUSI Tia-
LIMEHTOB JealoT 3aTPYJIHUTEIbHON OLEHKY TWHAMMKU
CUMITOMOB. B peructp BHeceHbI AMHAMWYECKHUE ITOKa3a-
Tenn (MI3MEHEHMST YaCTOTHI TPUCTYIOB B IMHAMUKE, U3Me-
HEHUE pa3MepOB aHTUOMUOJUIIOM M CYO3TeHIUMATbHBIX
TMTAaHTOKJIETOYHBIX aCTPOILIUTOM, TIIOIIAAb aHTHODHOPOM
JINIIA), HO BBUIY PEIKUX BU3UTOB 3TU pasesibl 3aTTOJTHEHBI
TOJIBKO Y OTIETbHBIX TTAIMEHTOB. OrpaHUYNBAET BO3ZMOX-
HOCTHM PETUCTpa M TOT (haKT, YTO Hallla KIMHUKA SBIISIET-
cs TIeMUaTPUIECKOMR, MMOTOMY OGOJIBIITMHCTBO MAIlUEHTOB
JIeTH, a He B3pociibie (cooTHoIeHue 2,8:1).

Eme omHoit mpoOGiemoit, CBSI3aHHOW C PErucTpoM,
SIBIISIETCS] PEIKOCTh TEHETUYECKOTO 00CIIeTIOBAHMS TTall-
eHToB. OOpaliiaeT Ha ce0s1 BHUMaHUE, YTO TEHETUYECKOE
TOATBEPXKIEHNE IMAaTHO3a UMEETCS TONBKO Y '/, alueH-

TOB, BHECEHHBIX B peructp. [lymaem (HaBepHO 00 3TOM
MOXHO TOBOPUTD YTBEPAUTEIBHO), YTO B 1IEJIOM IO CTpa-
He CUTYyallMsl ¢ TEHeTUIECKOM JMArHOCTUKOMW elle XyXKe,
yeM B MockBe 1 MockoBckoit obiactu. Hackonbko Ham
W3BECTHO, OecIiaTHast MOJIEKYJIsSIpHAsi TUArHOCTUKA Ty-
6eposHoro ckieposa B Poccuiickoit Denepaniiu oTcyT-
CTBYeT. Buammo, moaToMy HaCTOJILKO HU30K TIPOLIEHT Ce-
MEHBIX CJTydaeB B HaileM peructpe (Bcero 11% mpotuB
'/, Bcex GOJTbHBIX MO TaHHBIM JIMTEPATYPHI), TaK KaK 60JTb-
IIMHCTBO POAMTEJICH MallMeHTOB He o00ciemoBaHbI [2].
ITo maHHBIM JTUTEPATyphI, CPeAHEE COOTHOIIEHUE MyTa-
uuii B reHe 7SC2 x reny TSCI cocrasnsier 3,4:1, T.e. My-
TalliM B TeHe TyOeprHA BCTPEUaloTCsT MPUMEPHO B 3 pasa
yalle, yeM B reHe ramaptuHa [6]. [To maHHBIM Halero
perucTpa, 3To COOTHOIIeHNe cocTaBuiao 1,59:1. BaxxabiM
BBIBOJIOM W3 BEIEHMS HAIIETO PErucTpa SIBISIETCS TOT,
YTO B TOMYJISIIUM POCCUMCKUX TIAIIMEHTOB HE YIAIOCh
HalTH Te MyTallM, KOTOPBIE OMTUCHIBAIOTCS KaK HauboJiee
YyacThle B MEXIYHAPOIHBIX UCCaenoBaHUsIX. OrpaHueH-
HOCTb T€HETUYECKUX WCCIeIOBaHWII He TTO3BOJIMIA BbI-
SIBUTh KJIMHUKO-TEHETMUECKUX KOPPETSIINIA, XOTSI CUUTA-
€TCSI, UTO TyOEPO3HBIN CKIIEPO3, BHI3BAHHBIN MyTALIMSIMU
rena 7.SC2, mporekaer TstKkenee [1—3].

HunarHo3 TyOepo3HOro ckjepo3a OblT YCTaHOBJIEH
B miepBble 2 rofa Xu3Hu y 41% marmeHTtos (y 69 u3 135),
Yy OCTaJIbHBIX — B OoJiee crapiieM Bo3pacrte. TonbKo y 4
JieTeil IMarHo3 ObLT 3aITOA03PeH B HEOHATATbHOM TEPHO-
Jie 1o (hakTy HaTM4usl pabmoMuoM. MoxkeM JTi TTprU3HaATh
TaKyl IMarHOCTUKY cBoeBpemeHHOM? [lpencrasisiercs,
YTO HEeT. Mbl He MOXXEeM BbUICUUTh TYOePO3HBIN CKIIEPO3,
HO MBI B COCTOSTHUU CYIIECTBEHHO OOJIETYUTh €ro Teue-
Hue. M3BeCcTHO, YTO WHTENJIEKTyadbHble HapyIIeHUS
Mpu TyOEPO3HOM CKJIEpo3e B MEPBYIO OUYepeb CBSI3aHBI
C pa3BUTHEM Yy pebeHKa TSIKENIOM KaTtacTpopuyecKoi
SMWIECNITUYECKON dHIedaronatuy — cuHapoMa Be-
cra. MokaabHbBIE SMUICTICUN TIPU TyOEPO3HOM CKIIEpO3e
Yy MaJIeHbKUX JIeTel TaKKe CKJIIOHHBI TTPOTEKaTh KaK 31 -
nentudeckue aHiedanonarun [7]. Umeercs psin pabor,
MOKa3bIBAIOIINX, YTO paHHee (Ha dTarle MOSBICHUST D11 -
JIeNTU(OPMHBIX pa3psiioB) Ha3HauyeHHWe BUTabaTpUHA
MPUBOIUT K TOMY, UTO Y MJIaZICHLIEB HE pa3BUBAETCS CHH-
npoM Becta m oHU B JajibHeiIIeM He UMEIOT 3aIepKKU
ncuxopevyeBoro paszButusi [7]. [losatomy uyem paHblie
MBI BBISBUM TyOEpO3HBIH CKJIEpO3, TEM JIydIiie OyaeT Mpo-
THO3 Pa3BUTHS Y HAIIIMX MALIUEHTOB.

JuarHoctuka Tyoepo3Horo ckieposda y 60% maum-
€HTOB TIOCJIe JBYX JIET CBUAETEIBCTBYET O HEIOCTATOU-
HOM BHMMaHUHU Bpauell K 3ToMmy 3abojieBaHuto. Ha 3T0
JKe YKa3bIBaeT M JOCTATOYHO TO3HEe BBISIBJICHUE THUTIO-
MUTMEHTHBIX TIATEH U pabJOMUOM — OHU TIPUCYTCTBYIOT
Y HOBOPOXIEHHBIX, a pabJOMUOMBI MOXHO JUArHOCTH-
poBaTh npeHaTaabHO [2]. B TO ke BpeMsi Mbl XOTUM 00pa-
TUTh BHUMaHHe Ha JOBOJbHO PaHHHME CPOKU BBISBICHUS
MOYEYHOI MaTojoruu (0KOJ0 5 JIeT), YTO CBUAETEbCTBY-
€T 0 JOCTATOYHOM HaCTOPOKEHHOCTH B OTHOIIEHUHM TTO-
YEeYHOM MaTOJOTUY TIPU TyOEPO3HOM CKIIepOo3e.

HexoTopble HECOOTBETCTBHS IO YaCTOTE OTACIBHBIX
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KJIMHUYECKUX CUMIITOMOB, TIO JAaHHBIM HAIlleTO pPeru-
CTpa U CBEIEHUSIM JIMTepATyphl, Cpa3y OpocaroTcs B I1aza
(cM. Tab1. 3). MOXHO BBIIEIUTH HECKOIBKO MPUYMH:

1. BospactHoii cocTaB MalMEHTOB, BKJIIOYEHHBIX
B PETUCTp, ¢ TIpeodiafaHueM B HEM JIeTeil. XOpoIlo u3-
BECTHO, YTO MHOTME CHUMIITOMBI TyGEPO3HOTO CKIIepo3a
TOSIBJISIIOTCSI Y JIETei 1IKOJIBbHOTO BO3pacTa, MOJAPOCTKOB
Y MHOTJIA Y B3POCIBIX. Y B3POCIBIX KEHIIWH Pa3BUBACTCST
JMMGpaHTUOIEOMUOMATO3, OKOJIOHOTTEBbIE (HPHOPOMBI
TTOSIBIISIIOTCST HA BTOPOM JECSITUICTUU SKU3HU, YacToTa
oOHapyXeHust aHTHo(UOPOM JIMITIA SIBHO YBEIUIMBACTCS
1o Mepe B3pocJieHus nauueHTa [1, 2].

2. HecoOmoneHue ctaHmapToB oOCJIeOBaHUS M Ha-
OsitoIeHUS IeTel ¢ TYOEPO3HBIM CKJIEPO30M, a TAKXKE He-
COBEPIIEHCTBO OTIAEIBHBIX METOIOB TUArHOCTUKU. JlaH-
Hbie 00 MPT rojioBHOro Mo3ra nprucyTCTBOBaIM B KapTax
tonmbko 131 (43,3%) mu3 303 maumenTtoB. Kpome TOTO,
HU3Kasl 9acTOTa OOHApYKeHUS] MUTPAIIMOHHBIX TPAKTOB,
B MEHBIIIE CTETIEHW TyOepOB U CyO3TNeHANMATbHBIX y3-
JIOB, OOBSICHSIETCS B TIEPBYIO OUepelb HU3KOM pa3perai-
IIEi CIMOCOOHOCTBIO OONIBITMHCTBA TOMOTrpadoB (3aya-
ctyto oHa meHee 1,5 T).

OcobeHHO OpocaeTcsl B Ila3a HM3Kasi 4acToTa Hapy-
IIEHWIA TTOBEICHUST U ayTU3Ma, 4TO, IO BCEeil BUIUMOCTH,
CBSI3aHO C PEAKOCTBbIO KOHCYJIBTALIMA HAaHHOW TpPYyMITbI
MaiMeHToB y TicuxuaTtpoB. [IpobGiemMa HemocTaTOYHOM
JMMArHOCTUKM TICUXMATPUYECKUX HapylIeHW KacaeTcs
He TOJIBKO Halllelf cTpaHbl. B MexXXmyHapoIHOM TpaKTUKe
cunTaercs, YTo MeHee YeM 20% TaIMeHTOB ¢ TYOSPO3HBIM
CKJIEPO30M aJIeKBAaTHO OOCIIEYIOTCST Ha TIPEAMET HATMIUST
9TOM Tatosioruu [8]. Bpaun HacTOJNBKO 3aHSITHI TOTEHIIM -
abHO XM3HEOMACHBIMU TPOSIBJICHUSIMA  (CYIOPOTaMU,
CyO3MEeHINMATbHBIMU TUTAHTOKJIETOYHBIMM  aCTPOLIMTO-
MaMH, TTOYEYHOM TTaTOJIOTHE ), YTO He 0OpaIaloT BHUMA-
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OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

HUS Ha YepThl ayTM3Ma, CUHIPOM JAeduiTa BHUMAaHMS/
TUNEePaKTUBHOCTU, arPECCUBHOE MOBEIeHNE. DTO B KOPHE
HeMpaBUJIbHO, TaK KaK TaKWe CUMIITOMBI CYIIECTBEHHO
HapyllamT COLMAIbHYIO afanTaiuio aerei [§].

3. He3HaHreM HEOYEBUIHBIX MPOSIBJICHUI TYOEpO3HOTO
ckiieposa. st oOHapyXeHuUsl MOpaXkeHUsI KOCTHOM TKaHU
HEOOXOIUMO TPOBEJEHUE PEHTIEHOJOTMUYECKUX UCCIEN0-
BaHMIA JJTMHHBIX TPYOUaThIX KOcTel. Buanmo, BBUIY Oosce
CePbe3HBIX HEBPOJIOTMYECKHUX M COMATUIECKMX CUMITTOMOB
5T UCCITEIOBAHMS He CYMTAIOT HY>KHBIM Ha3HAYUTb.

3aknovyeHue

[lepBble MaHHBIE aHATTM3a PETUCTPA MMAITUECHTOB C TY-
OCPO3HBIM CKJIEPO30OM TITO3BOJISTIOT OILIEHUTH YacTOTY,
BO3pacT MaHM(peCTalluN XapaKTePHBIX CUMIITOMOB TYy-
0epo3HOro ckiiepo3a (KOXHBIX TPOSIBACHUM, BMUJIEN-
TUYECKUX TIPUCTYIIOB, PaOIOMHOM CepMIlla, TUTAaHTO-
KJIETOYHBIX aCTPOLIMTOM, aHTUMUOJUTIOM TTOYEK U Ip.).
K coxaneHnuto, Apyrve 3amayu peructpa (BbISIBICHUE
pPEIKUX CHUMIITOMOB, OTIpele/ieHue KOMOPOUTHOCTH
TyOEepO3HOTO CKJIepOo3a, XapaKTepa MeIuKaMEHTO3HBIX
1 HEMEIWKAMEHTO3HBIX BMEIIaTeNIbCTB, 3G (MEKTUBHO-
CTU M TIEPEHOCUMOCTH 3BEPOJIMMYCa) TMOKa He BBITTON-
HEHBI U TPeOYIOT OOJIBIIIETO YMCTIa 3aPETUCTPUPOBAHHBIX
PETUCTPOM TMAITMEHTOB ¢ OoJiee ITUTSIBHBIM TIEPUOIOM
HaOmoneHusi. OcTaeTcss HESICHBIM BOIIPOC, SIBJISIETCS
JIM OTCYTCTBME KIWHUKO-TEHETHMYECKUX KOPPEISLIit
0COOEHHOCTBIO POCCUMCKON TOTYJISIINN WIIA 3TO CIIe]-
CTBHE MaJIOTO YK CJIa TPOaHAIM3UPOBAHHBIX MTAIIUEHTOB.
Peructp HarIsimHO TEMOHCTPUPYET MPOOJIEMBlI C IHa-
THOCTMKOW TyOEpO3HOTO CKJIEpO3a W eTo IPOSBICHUI
B Poccuiickoit Denepaliin 1 Mo3BOJISIET HAMETUTD TTYTH
10 YCTPAHEHUIO CYIIECTBYIONINX HEIOCTATKOB.
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OPUINHAJIbHBIE CTATbU B NMOMOLLIb TPAKTUYECKOMY BPAYY

Cl'[Oprle BOIIPOCHI U peaJibHbi€ OTBETHI O MPOAYKTAX AETCKOI0 NUTAHUA

C.B. beavmep

FBOY BIMO «Poccuincknin HaumMoHanbHbIA UCCNeaoBaTeNbCKUN MegULIMHCKMIA yHBepcuTeT um. H.U. Muporoea», Mockea
Infant foods: Debatable questions and real answers

S.V. Belmer

N.I. Pirogov Russian National Research Medical University, Moscow

B npakTuke neamarpa HepeAKO BOSHHKAIOT HEOXHO3HAYHbIE BOMPOCHI O MPOAYKTAX MUTAHMUS JeTeil, 0COOEHHO MEePBOro rosa XKu3-
HU. DTH BONPOCHI CTABAT MepeJ MeJUATPAMU He TOJbKO POAUTENTH — OHM €CTEeCTBEHHBIM 00pa30oM BO3HUKAIOT B mpouecce padoThl
M NONBITOK DIy0kKe MPOHMKHYTH B JETAJIH MPOOJIeMbl aIeKBATHOTO AeTcKoro matanus. Takuvu Bonpocamu siBisitorcs: «IIpomyk-
Tl IPHKOPMA C KPAXMAJIOM BbI3BIBAIOT AJLIEPrui0 y pedenka?», «[l1oTeH — BpeAHbINl KOMIOHEHT eTCKOro nutanusa?», «Hyxen
JIM TUZIPOJIH3 MOJIMCAXapHUIOB 371aK0oB?», «[1albMoBO€ MacJI0 OnacHoO [Uist 310POBbs1 pedeHKa?», «IV0JI0UHBIi XKUP B COCTaBE MPOAYK-
TOB I€TCKOTO MATAHNUS MOKET ObITh BpeJeH pedeHKy?». B yacTHOCTH, MOKA3aHO, YTO MOJIOYHDIIi JKUP B COCTaBE IIOOYI COTEPIKUT
(hocdounuabl, raHNIMO3UIBI, X0JIeCTEPHH, HEOOXOAUMBIE 151 PA3BUTHA peOeHKa U OTCYTCTBYIOIME B CMECSX ISl HCKYCCTBEHHOTO
BCKapMJIMBAHUSA. B CBSI3M ¢ 3THM BBe/ieHHe MeMOPaH JKUPOBBIX IIO0Y) B MUTAHHE MEPCHEKTUBHO C TOYKH 3PeHUs 00ecredeHns pe-
OeHKa noJHoueHHbIMHU Jumuaamu. Heo0xonumel JanbHeiimme Ny0oKue HCCIeI0BaHNS B 00J1aCTH MUTAHKSA JeTeil PAHHETo BO3pacTa
C Y4€TOM MHOTOYMCJIEHHbIX 0CODEHHOCTEN JeTCKOr0 OpraHu3ma.

Karouesvie caosa: demu, demckoe numatnue, Kpaxman, 2A0MeH, AURUObL, HCUPOBble 2100)1bl, X0Aecmeput, (hocghoruniost, 2aneauo3uds.

In his/her practice, a pediatrician frequently faces ambiguous questions about foods for infants during the first year of life in particu-
lar. Not only parents ask pediatricians these questions — the latter naturally arise during work and attempts to pinpoint the problem
of adequate nutrition during infancy. These questions are whether complementary foods containing starch cause allergy in an infant;
gluten is a detrimental ingredient of infant foods; hydrolysis of cereal polysaccharides is essential; palm oil is dangerous to an infant’s
health; butter fat as an ingredient infant foods may be harmful to a child. Among other things, butter fat in globules is shown to contain
phospholipids, gangliosides, cholesterol, which are essential for a child’s development and absent in infant formulas. In this connec-
tion, addition of fat globule membranes to foods is promising in terms of the provision of an infant with lipids of full value. There is
a need for further in-depth investigations of infant feeding practices, by keeping in mind numerous features of an infant’s organism.

Key words: children, infant feeding, starch, gluten, lipids, fat globules, cholesterol, phospholipids, gangliosides.

Bl‘[paKTI/IKe rneavaTpa HEpeaKo BO3HUKAIOT HEOMI-
HO3HaYHbIe BOMPOCHI O TPOAYKTAX MUTAHUS JETEH,
0COOEHHO TIEPBOTO rojia XKU3HU. DTU BOMPOCHI CTABST Te-
pen meaMaTpaMy He TOJIBKO POAMTEN — OHM €CTEeCTBEH-
HBIM 00pa30M BO3HUMKAIOT B Mpoliecce paboThl U MOTBITOK
IyoXe MPOHMKHYTh B JIETaJIM MPOOJIeMbl aleKBaTHOTO
nerckoro nutaHus. OHU TpeOYIOT YETKOrO OTBETa, XOTS
JTaJIeKo He ISl BCeX U3 HUX TaKOW OTBET Ha CETOIHSIITHUI
JIeHb HaiineH. Tem He MeHee HeOOXOIMMO UX O0CYXIEHME.

OnuH 13 BOMPOCOB, KOTOPBI HEpeaKO 3aatoT poau-
TeJIU: MOXET JIM Kpaxmall BbI3bIiBaTh ajiiepruto? C omHoit
CTOPOHBI, OTBET Ha HEro OYeBMJEH — Kpaxmay ajiep-
TUIO HE BBI3BIBAET, HO, C IPYroil CTOPOHBI, CJIeAyeT UMETh
B BMIYy, YTO CYIIECTBYeT HEINMEPeHOCMMOCTb Kpaxmaja,
BCTpevaroliasics, mpasnua, KpaitHe peako. Tak, Mo JaHHbIM
E. Lebenthal u coaBt., u3 511 nereit ¢ XxpoHUYeCKol nTua-
peeil HeToCTaTOUHOCTh TJIIOKOAMMIa3bl Oblja BhISIBJICHA
y 15, mpuyeM y 6 U3 HUX OHA HOCHJTa BTOPUYHBIM XapaKTep,
pa3BUBIINCH Ha (DOHE MOBPEXKICHUS CIM3UCTOI 000JIOUKI
TOHKOW KMIIIKU, HO y 7 OOJIbHBIX ObljIa IMepBUYHAsT HETO-
craToyHOCTh (hepmeHTa [1].
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AKTMBHOCTb aMMJIa3bl MOXKET OBITh 3apeTUCTPUPOBA-
Ha y>Ke Y HOBOPOKIEHHOTO, TPUYeM BITOJTHE TOCTATOYHAS
JUTS TiepeBaprBaHMS HEOOJIBIIIOTO KOJIMYECTBA KpaxMala.
TTomHOe co3peBaHUE aMUJIOIUTUYECKON (PYHKIIMU OpTa-
HOB TIMIIEBAPEHUsI TIPOUCXOIUT K 4 MeC XKU3HU. TakuMm
o0pa3oM, peOeHOK yKe B TIePBbIE MECSIIIbI XKU3HU MOXET
yIOTpeOJATh KpaxMal B COCTaBe TMPOAYKTOB MUTAHUS
C pacIIMpeHueM ero KOJU4YecTBa BO BTOPOM TOIYTOIUN
>KU3HU. be3onmacHOCTh MpUMeHEeHUsI KpaxMalia B IETCKOM
MUTaHWUM TTOKa3aHa B Pa3IMIHBIX UCCIeTOBAaHUIX [2].

Yro kacaeTcsl ajulepTuM, y JeTeld MEepBOTrO roaa
KU3HU OCHOBHAsI ee MpUYMHA — aJJieprus K OelKkam
KOpOBBbEro Mojioka, Haomogamomascsa y 0,5—1,5% ne-
Tell Ha eCTECTBEHHOM BCKapMiiuBaHuuM U 2—7% neTei,
MOJTyYalolIMX MCKYCCTBEHHOE BCKapMiuBaHue. Hau-
GoJiee YaCTHIMU aJlJIepreHaMM JUIsT IeTell paHHETO BO3-
pacTa SIBJISIIOTCST OEJIOK KOPOBBEro MoJioKa (MTpUMEPHO
B 85% ciyuaeB), siitio (62%), 6anan (51%), cost (26%).
KoHTamMuHamusa Kpaxmajia OeJKOBBIMU KOMITOHEHTa-
MU, TIPUBOISIIMMU K Pa3BUTHIO aJUIEPTUM, yKa3bIBaeT
Ha HECOBEPIIIEHCTBO TEXHOJOTUH ITPOU3BOJCTBA COIEP-
KaIllero ero MpoAyKTa, HO HUKAK He Ha ajlJiepreHHbIe
CBOMCTBa KpaxmaJa.

Crienylolnii BOIMPOC KacaeTcsl 4acTo 00CyKaaeMoii
CeromHs1 Tpo0JieMbl Oe3IIIOTEHOBOrO MuUTaHus. B cBs3u
C TIOBBIIIIEHUEM MH(MOPMHUPOBAHHOCTH HACEJIEHUSI O He-
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MePEeHOCUMOCTH 3JIAKOBOTO OeJKa TIIIOTeHa, IIeTMaKuH,
B MOCJEAHUE TOIbI YacTO TOTHMMAETCS BOIPOC O TOM,
YTO TJIIOTEH SIBISIETCS BPEIHBIM TMPOAYKTOM HE TOJBKO
JUTSI TIPEIPACTIONOKEHHBIX K LIEeTMaKUM JIUILI, HO U TS BCeX
JIoeil B 1eJIoM. DTOT BOIPOC TaKXKe HE BBIIEPXKHUBACT
KPUTHUKHU, OJHAKO TPeOYeT OTASTBHOTO PACCMOTPEHMSI.

CoracHO COBpPeMEHHBIM JaHHBIM pPacIpOCTpaHeH-
HOCTb pa3IMYHBIX (POPM LeTMaKUU (SIBHOU, CKPBITOM,
noreHuManbHOIT) B EBpone cocrasnsier mpumepHo 1:100.
HMmeHHO 2TUM soasiM TpedyeTcsl Oe3rIIOTEHOBOE MU-
TaHWe, TaK KaK OCHOBOM JIeYeHUS LIeTMaKUM Ha COBpe-
MEHHOM 3Tarle 3HaHWI SIBIIIeTCS CTpOTas MOKM3HEHHAsT
0e3rIIoTeHOBas JueTa ¢ UCKITIOUEHUEM IMIIEeHULIBI, PXKU,
STAMEHST 1 MHOTUX JIPYTHMX 371aKOB. [1pu 3TOM BO3MOXKHO
yroTpebeHne prca, KyKypy3bl, TpeuKH, aMapaHTa 1 He-
KOTOPBIX APyrux. B HacTosiIiee BpeMsl 10Ka3aHO yJ9acThe
[JIOTEHA B Pa3BUTUU TOJIBKO LIETMAKUU, TepreTuhopM-
HOTO JIepMaTuTa U TII0TeH3aBUCUMOI armrtericuu. C 1mo-
3ULIMM COBPEMEHHO T0Ka3aTeIbHON MeTUIIMHBI HEO0XO0-
JMUMOCTH UCKITIOUEHMS M3 MTUTAHUSI TJIOTEHA JUTS APYTUX
JIAIL, 3MOPOBBIX WJIN CTPAJAIOIINX KaKUMU-IMO0 WHBIMU
3a0ojieBaHUSIMU, HeT. MIcxonsl M3 COBpeMEHHOM CTaTH-
CTUKHU PacpOCTPaHEHHOCTH TITIOTEH3aBUCUMBIX COCTOS -
HUM, 1o KpaitHeit mepe 99 u3 100 nroneit, HaceSIOIIUX
EBpory, B 6e3NII0TEeHOBOM MUTaHWM He HyxXaatoTcst. Op-
raHu3anus 6e3rJII0TeHOBOTO MUTAHUS HEOOXOIUMA TOJTb-
KO JIMLIAM C TJIFOTeH3aBUCUMBIMU 3a00JIeBaHUSIMU [ 3].

B 10 Xe Bpems, MpoOKo 00CyKIaeTcst BOIPOC O CPO-
KaxX BBEIEHMS B MMUTaHUE peOEeHKa TITIOTEHCOMEPKALIIX
MponykToB. Cepbhe3HBIM TOTUYKOM K 3THM MCCIIETOBaHU -
SIM CTajla TaK Ha3bIBaeMasl «IIBeACKas SMHUIEMUS» Iie-
quakuu (1973—1997) — 3HaUUTENbHBII MOJBEM YACTOThHI
nenakuu B IIBenyu, mpeanosoXUTeTbHO, B CBSI3U CO
CMellleHWeM BBeIeHUs 3J1aKOB B COCTaBe MPUKOpMa Jie-
TSAM Ha TIEPBOM TOMY XM3HW Ha 0OoJyiee MO3IHUE CPOKH.
Tak, ¢ 1985 no 1987 1. yuci0 HOBBIX ClyyaeB LieJIUAKUU
cpenu aeTeit o 2 JieT Bo3pocyio B 4 pa3a, 1ocTurayB 200—
240 ua 100 000 nmereii. ITpy 3TOM TIOCIE BO3BpalllEeHUS
K TIPEeXHUM CpOKaM BBEIEHUS TJII0TeHA 4acTOTa BHOBb
BBISIBJIEHHBIX CJTy4aeB LIeJUaKUK BEPHYIACh K UCXOTHOMY
nokazatemio 50:100 000 B 1995 1. [4—S8].

B mpomomkeHre n3ydeHus maHHOTO Botipoca J. Nor-
ris 1 coaBT. (2005) B cBoeM ucCCIeIOBAHUM IOKa3aJu,
YTO PUCK IENMaKUM BO3pAcTaeT TPU BBEACHUM TIPU-
KopMa 10 4 Mec u 1tociie 7 mec xku3Hu [9]. Takke ObL1O
MOKa3aHO, YTO PUCK LIETMAKWU CHUXKAETCSl MpU BBe-
JIEHWU TIIOTEHCOAepXKAIINX MPOAYKTOB Ha (PoHe ecTe-
CTBEHHOTO BCKapMmauBaHuu (oTHomeHue 1maHcoB (OR):
0,59; 95% nmoseputenbHblii nHTEepBan (JIAN): 0,42—0,83),
a Takxe TMPU MPOJOJIKAIOIIEMCS TPYIHOM BCKapMIIMBa-
HuM Ha ¢doHe BBeaeHus rmoreHa (OR: 0,36, 95% JIU:
0,26—0,51) [10]. OcHoBBIBasiCh Ha 3HAYUTEIBHOM YUC-
Jie poBeneHHbIX uccienoanuii B 2008 . EBpomneiickoe
00IIIeCTBO JETCKUX TacTPOIHTEPOJIOTOB, TeIaToJIOroB
u HytpuunonoroB (ESPGHAN) pekomeHnoBano BBee-
HUE III0TeHa B MMTaHue He paHee 4 Mec 1 He To3Xke 7 Mec
KU3HU Ha (DOHE €CTECTBEHHOTO BCKapMJTMBaHUSI.

OPUINHAJIbHBIE CTATbU B NOMOLLIb TPAKTUYECKOMY BPAYY

WccnenoBanust B 3TOM HampaBIeHUN TTPOIOJIKAINCE.
Puck pa3BuTus LeIMakKuyd U CPOKU BBEACHUS TIIOTEHA
COITOCTABIISUTMCH, B YACTHOCTH, B KPYITHOM MacIITaOHOM
WUCCIIeIOBaHNM, B KOTOPOE BOILLIUA 832 HOBOPOXIEHHBIX,
POIUTEIN KOTOPBIX CTpamaIn Heanakueit. B padore 6bu10
MPOBEIEHO PAaHIOMU3UPOBAHHOE paslelieHue JeTei
Ha Be Tpynmbl. B rpynre A roreH OblL1 BBEIEH B MUTa-
HUE B Bo3pacTe pebeHKa 6 Mec XX13HU, a B rpyrnre b — B 12
mec. O0ceoBaHMe Ha LIeJMaKUIo TTIPOBOAWIOCH B 15, 24,
36 mec xu3HU U B 5, 8, 10 et [10].

ITo pe3ysbTaTtam MCcIemoBaHUS B Bo3pacTe 2 JIeT sIBHAsT
LIeTMAaKUsT JOCTOBEPHO Yallle Habmoaaaach B rpyrie A, 4eM
B rpymte b: cootBetctBeHHO 12 1 5% (p=0,01). Mapkepsr
LIEJTMaKUU ObLTU BBISBJICHBI COOTBETCTBEHHO Y 16 11 7% ne-
teii (p=0,002). B 5 et paznuunii He ObUIO BBISIBJIEHO KaK T10
yacrote neanakuu (21 u 20%; p=0,59), Tak 1 1Mo yactore
BBIsIBIIEHMS ee MapkepoB (16 n 16%). B 10 nieT puck tienma-
KuM ObUT BhIIIIE TOJIBKO Y Aeteit ¢ HLA-Mapkepamu 3a0oiie-
BaHust: 26 1 16% cootBeTcTBeHHO (p=0,05).

B npyroe panmoMu3upoBaHHOE IBOWHOE CIEToe Tiia-
11600-KOHTPOJMpPYeMOe HCCIAeIOBaHUE TaKKe BOIILIH
IIeTH OT poauTenelt ¢ nenmakueii. Bcero 475 nereit cranm
MOJIyJaTh MIIOTEH B Bo3pacTe OT 6 10 24 Hen (comepkaHue
rmoteHa 100 Mr B IeHb), a 469 AeTeit moayJanu rmiane6o
(rmoTeH ObLT BBeJeH no3xke). B Bo3pacte 3 neT yactorta
LIeJTMaKuM B 1ieJoM coctaBmia 5,2% (95% JAU: 3,6—6,8).
B 1-if rpynme Lenvakus Oblla BeIsIBIeHA y 5,9% neteit
(95% OU: 3,7-8,1), a HLA-mapkepsI ueanakuu —y 7,0%
(95% OW: 4,7-9.,4). Bo 2-it rpymme 4yacToTa LeIuaKuu
coctasuia 4,5% (95% JAW: 2,5—6,5), MapKepbl ObLIH BBI-
ssBieHbl y 5,7% (95% AW: 3,5—7,9). B cOOTBETCTBUM C TTO-
JIYYeHHBIMUA JAHHBIMU, OTHOCUTENIBHBIN PUCK LeTMaKUT
6Bl BeIYMCIIEH Kak 1,23 (95% AW: 0,79—1,91), a puck
BBIsSIBIIeHUsT MapKepoB — 1,14 (95% AW: 0,76—1,73) [11].

KaxkoBbl ke utorn stnx mcciaenoBanuii? IlokaszaHo,
YTO XapaKTep BCKApPMJIUBAHUS W CPOKHU BBEICHUS TJIIO-
TeHa He BIMSIOT Ha PUCK Pa3BUTHS 1ennakuu. [lo3gHee
BBeJleHME TIOTEHA B MMMUTaHUE JAeTel He BIMSIET Ha PUCK
LeJIMaKUK, a JIWIIb OTKJIAJbIBaeT ee MaHM(becTalnio.
Ho B 9TOM ciydae MpUYMHBI «IIBEICKON SIMUIAEMHUN» TaK
U OCTAIOTCS He PAaCIIO3HAHHBIMU, XOTS CBSI3b CO CPOKAMU
BBEICHUS TIIIOTEHCOIEP3KAIIETO IIPUKOPMa ITPOCIIEKIBA-
Jlach OCTaTOYHO oueBMIHO. OTBET Ha 3TOT BOIPOC eIle
MPEACTOUT TTOJTYIUTh.

Eme omuH BaXXHBIM BOMPOC 3aKJIIOYaeTCsS B Clie-
aytomeM: HyXeH W THAPOJIU3 TMOJMcaXapuaIoB 3J1aKOB
B MpoaykTax mpukopma? CumTaercsi, YTO TUAPOJIH3 TTO-
JICAaxXapyaoB 3J1aKOB YIyUIlaeT YCBOSHWE MPOIYKTa U €TO
OopraHoJIeNTUYEeCKUe CBOMCTBA. TeXHOJIOTUST THAPOJIU3a
3JIaKOB CHUKAET HArpy3Ky Ha TTOIKEITYIOUHYIO Kele3y,
MPOAYLMPYIOIIYIO amuiiasdy, 1 hepMeHTbl MUKPOMIOPHI
TOJICTOM KUIIIKM, KOTOPBIE Y 3I0POBOTO pedbeHKa (0COOeH-
HO, HaAXOISIIIEerocsl Ha €CTECTBEHHOM BCKapMJIMBAaHWN)
JIOCTATOYHO 3peJibl K MOMEHTY BBefeHUs nmpukKopma. Ox-
HaKoO BCTaeT APYroil BOMPOC, He MEHSIET JIM 3TO CYITHOCTh
MpUKopMa Kak TIpoliecca Tepexona K «B3pocIoMy TTUTa-
HU0»? He cHUXaeT M 3TO BO3BMOXHOCTHU (hepMEHTaTHB-
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beavmep C.B. CriopHbIe BOTIPOCH U pEabHbIE OTBETHI O TPOAYKTaX IETCKOTO MUTAHMs

HBIX CHCTEM TIO TUAPOIU3Y 3J1aKOB B TIOCIIEAYIOIIEH K13~
HU. Ha 5TOT Bonpoc oTBeTa ImoKa HeT, M OH, 6e3yCIIOBHO,
HyXHaeTcsl B JaJIbHeIIeM U3ydeHUH.

Haxonel1, yacto o6cyKmaeTcsl BOMPOC O TMOTEHIIU-
aJTbHOM BpeJie TSl 3M0pOBbsl peOeHKa MajJlbMOBOTO Maciia
B COCTaBe JIeTCKOTO MuTaHus. [TaTbMOBOE Maciio SIBJISIET-
CsI BAXXHBIM MCTOYHWKOM TTaJIbMUTUHOBOU KUCJIOTHI, B TO
BpeMsI KaK TTOCITEIHSISI COCTaBIISIET He MeHee 25% oT xKup-
HBIX KUCJIOT JKEHCKOTO MOJIOKA, 3aHUMasT BMeCTe C OJIeU-
HOBOI KUCJIOTOM (TTpuMepHo, 45% OT 0011ero comepka-
HUST TUTTUIOB) TIEPBOE MECTO IO COAEePKAHUIO CPEIU BCeX
NIPYTUX XUPHBIX KUCTOT [12].

B cocraBe TpUrIMLIEpUIOB KEHCKOTO MOJIOKA TTAJTbMU-
TUHOBAsI KMCJIOTa HAXOAUTCS B MO3ULIMKA Sn-2, B TO BpeMst
KaK B COCTaBe ITaJIbMOBOTO Macjia — Sn-1, -3. Dtum orpe-
JIeNIIeTCsl pa3inire B XapakKTepe IMPOLIECCOB MepeBaprBa-
HUST M BCAachIBaHUST TPUTIUMLIEPUIOB PACTUTEILHOTO Macjia
1 3XeHcKoro Mojioka. [TokazaHo, 4To BcachbIBaHHME XUPHBIX
KHCJIOT PaCTUTESbHBIX TPUTIULIEPUIOB MeHee 3(PheKTUB-
HO, COMPOBOXKIAECTCSI HEKOTOPBIM CHIDKEHUEM BCACHIBAHUST
KaJTbIUsT ¥ (hOPMUPOBAHUEM MEHEe MITKOTO CTyJIa; Y YaCTh
JIETeil 9TO MOXET CTaTh MPUIMHON 3aepXKu cTyna. OnHa-
KO HET YOeIUTEeTbHBIX JAHHBIX O TOM, YTO 3TH OCOOEHHOCTH
Cepbe3HO BIMSIOT Ha 3I0pOBbe peOeHKa KaK B OJIVDKaKIIIei,
TaK M B OTHAJICHHOI TiepcriekTuBe [13—15].

IMansmoBoe macino B Poccuu n Bo Bcex ctpaHax EB-
POITBI pa3pelleHo K MPUMEHEHUIO B COCTaBe MPOIYKTOB
MUTaHMS, B TOM YKUCJIE 1 TSI AETEN, a MacJIo KakK Oe3omac-

HBII UCTOYHUK MAJIbMUTUHOBOM KHUCJIOThI, UCTIOJIB3YeMOE
TSI IETCKOTO MUTAaHMsI, TIOJIBepraeTcs TIaTeJJbHOMY KOH-
Tpoito kayecTBa. [Ipu 3TOM ciienyeT OTMETUTD, YTO UHO-
rO PaCTUTEILHOTO UCTOYHMKA TAaTbMUTHUHOBOU KUCJIOTHI,
CIMOCOOHOro 00ECNeunuTh MOTPEOHOCTU B Heil pebdeHKa
Ha IepBOM TOly XXU3HU, HE HalAeHO (CM. TaOIuILy).

bonee Baxen apyroit Bornpoc: [louemy npu cosna-
HUU cMecell U1l UCKYCCTBEHHOTO BCKapMJIUBAHUST UC-
MOJIb3YETCS XKUP PACTUTENBHOTO, @ HE XKUBOTHOTO MPO-
UCXOXAEHUsI, YTO ObUTO ObI JiornuHee? MOXHO 1 B
cocTaBe MPOAYKTOB JETCKOTO MUTaHUsI UCIOJIb30BaTh
MOJIOUHBIH Xup?

Crneayer OTMETUTb, YTO C MOMEHTa TMOSIBICHUS
B KoHlIe XIX Beka nepBbIX cMeceil Uit UCKYCCTBEHHOTO
BCKapMJIMBAHUS JIeTell B HUX MCITOJb30BAJICs KMUPOBOW
KOMIIOHEHT KopoBbero Mojoka. B 70-x romax XX Beka
U3 OOJIBIIIMHCTBA MOJIOYHBIX CMeceil ObLT yaajlieH MO-
JIOUHBII XUP B CBA3U C TIPEATONOKEHUEM O BO3MOXHOMI
pOJIM XOJIeCTepUHA B JIETCKOM MUTAHUU B Pa3BUTUU aTe-
pocKJiepo3a y B3pOCbIX, U B UX COCTaBE HAYAJIA UCTOJIb-
30BaTh 00€3XUPEHHOE MOJIOKO. KHUPOBOl KOMITOHEHT
CTaJiv TPEACTaBIISATh PACTUTEIbHBIC KUPHI.

CoaepxxaHue JUMUI0B B XKEHCKOM MOJIOKE B CPeTHEM
cocrasisieT 3,3 1/100 M1 1 3aBUCUT OT MHOTHUX (DaKTOPOB,
B TIEPBYIO OYe€peab OT MUTAHUST KOPMSIIIEH KEHIIMHDI.
Ha 95-97% nununobl mpeacTaBieHbl TPUTIULIEPUIAMU,
B COCTaB KOTOPBIX BXOMST XXUPHBIE KUCJIOTHI pa3TuYHOMN
JUTMHBI 1enu (oT 4 1o 24 aToMOB yriepoja) U HaChIIEH-

Tabauya. Conepxkanne (B %) XKUPHBIX KHCJIOT B PACTUTENbHBIX HCTOYHHKAX

)KI/IDHI;IC KHUCJIOThBI

Macno

C, Ci C Cis Clio Ciis
[TanemoBoe 44 4 40 10
CoeBoe 10 4 23 53 8
ParicoBoe 4 2 62 20 10
Pancosoe ¢ Bbicokum conepxkanuem C 4 2 74 12 3
Kykypy3Hoe 11 2 27 58
XJ10MKOBOE 24 3 17 53
IMoncomHeyHOE 6 4 20 67
[Monconneunoe ¢ BricoOKuM conepxanuem C, | 4 4 85 8
ApaxucoBoe 10 3 42 38
OnnBKOBOE 13 2 71 11
IMTaneMosiipoBOe 48 8 2 15 2
Kokocosoe 47 9 3 7 2
[n 4 43 45 6
Wnnmums 17 44 35 1
Masuro 7 42 43 4

Mpumeuanue. C12:0 — maypunosas kucinora; C16:0 — manpmurnHoBas kucnora; C18:0 — creapunosas kuciaora; C18:1 — onenHOBas KUCIO-
Ta; C18:2 — nuHoneas kucnoTa; C18:3 — nuHoseHOBast KUC0Ta. ZKMpHbIE KMCJIOThl 0003HAUEHbI B COOTBETCTBUM C MEXIYHAPOAHOI HOMEH-
KJIATypOIi C YKa3aHMeM YUCJIa YIJIePOIHBIX ATOMOB U IBOWHBIX CBsI3ei (ITOCIIE IBOSTOUNS).
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AbcontoTHaa nHHoBauua ana Semper?!
Enié 6/moKe K rpyIHOMY MOJIOKY!

K aron
f 8 & Semper Baby Nutradefense 1 - HOBasi MOJIOYHasI CMeCh C

. Fot VHHOBALIVIOHHO# /1 Semper KOMOMHALeil KOMIIOHEHTOB
MFGM & Milk Fat (mem6paHa >KMPOBBIX IJIOOYJI MOJIOKA U
MOJIOYHBIV JKUD).

& KommouenTst MFGM & Milk Fat HaTypasbHbIM 06pa3som
MIPUCYTCTBYIOT B IPYOHOM MOJIOKE U KpaiiHe He06X0IMMbI
IJISI 3J0POBOTO Pa3BUTHUS peOEHKa.

CTpoeHue KMpPOBOJ IIIOOY/IbI MOJIOKA

TamKoChMHrOMUMAEL
(TaHT/MO3M b, LIepeGPO3NIbY)

I 73l

MKITM

S

Chunrommenvs

TmuepuaHoOe 1Apo

(Tpurnuuepumb) KcanTus okenpasa

Byrupobunnn

<€—— T/IMKONpPOTEeNHbI
Xonecrepon

OcHOBHast MembpaHa —> <——  COUHTONMMIMIBI + XOJIECTEPOTT

IBycioiiHas MeMbpaHa —3» <

&) KimMHMYecKy JOKa3aHOo: MCII0/Ib30BaHMe MOIOUHOI CMeCH C
MFGM & Milk Fat cHuskaeT yacToTy MH(EKIMii™* ¥ TOCTOBEPHO
YBEJIMUMBAET TIOKA3aTe/IM KOTHUTVBHOTO Pa3BUTHSI I€Tel

I10 CPaBHEHMIO C IeTbMM, KOTOPbIE ITOTyYaiii MOJIOUHYIO

cMmech 6e3 MFGM.**

bradeFense

baby

ent, nutrition and growth until 12 mo of age in infants fed a low-energy,
anes: a randomized controlled trial. Am J Clin Nutr. 2014; 99(4):860-8

[MTAHVE 1711 PEBEHKA. BO3 PEKOMEHIVET VICKJ/IIOUYUTEJIbHO I'PYTHOE BCKAPMJIMBAHME 10 6 MECSILIEB.
IIEPE]] ITP CVJIBTAIIUSI CITEHTUAJIMCTA. THOOPMAIIVIA TOJIBKO JJISI METUIIMHCKNX PABOTHUKOB.



beavmep C.B. CriopHbIe BOTIPOCH U pEabHbIE OTBETHI O TPOAYKTaX IETCKOTO MUTAHMs

HocTtu. OcraBiuecst 5% TPUXOAATCS HA JAUTIALIEPUIIHI,
X0JIeCTeprH, HOCHOIUTUABI, TAHTIUO3UIbI, CBOOOIHBIE
KUpHBIE KUCIOTHI [16]. TlepeyncieHHble MUHOPHBIE
KOMITOHEHTBI, HECMOTPSI Ha He3HAYMTEJIbHOE X CONIep-
>KaHWE B MOJIOKE, BBITTOJTHSIOT BaskHEWIINe (DU3MOJIOTH-
yeckue (hYHKIIMU, OMHAKO 0 HeJaBHETO BpEMEHU Majio
YUMTBIBAIMCH TIPU pa3paboTKe cMeceit sl UCKYCCTBEH-
HOTO BCKapMiIMBaHMsI. B pesynsraTe, HEeCMOTps Ha aje-
KBaTHYIO KOMITEHCAIINIO TT0 TPUTJIUILIEpUIAM U KUPHBIM
KUCJIOTaM, peOeHOK HEeIOCTaTOUHO ToydaeT Gochomrm-
MBI, TAHTJIMO3UIbI, XOJIECTEPUH, UCTOYHUKOM KOTOPBIX
SIBJISIETCST MOJTOYHBIM K.

C XE€HCKMM MOJIOKOM JIETU TTOJyJaloT XOJEeCTEPHUH,
KOTOPBIN MPAaKTUIECKU OTCYTCTBYET BO MHOTHUX CMECSIX
JIJIST UICKYCCTBEHHOTO BCKapMimBaHusI. Ero comepxkanue
B XeHcKoM Mosoke coctaisier 10—20 mr/100 ma. Xo-
JIECTEPUH SIBJISIETCST BaXKHBIM KOMITOHEHTOM KJIETOYHBIX
MeMOpaH, a B COCTaBe TOJIOBHOTO MO3Ta Ha €ro JOJI0
npuxoautcst 2—3% maccwl uan 20—30% oT Becex IUTTUA0B
[17]. ZKeHckoe MOJIOKO [J1sT OBICTPO PaCTYIEro OpraHu3-
Ma pebeHKa Ha MepBOM IOy KU3HU CIYXXHUT €TUHCTBEH-
HBIM €T0 KICTOYHUKOM.

Bonee Toro, B Hacrosiee BpeMsl TOJHOCTBIO TIepe-
CMOTpeHa Wesl OTPUIATETbHOTO BIUSHUSI XOJIEeCTepUHA
B IMUTAHWU JETE IMEPBOTO TO/ia KU3HU Ha PUCK Pa3BUTHST
CepaeUHO-COCYMCTOM maTtoorun. [TokazaHo, 4To y aeTei
Ha €CTeCTBEHHOM BCKAapMJIMBAaHUU YPOBEHBb XOJIeCTepUHA
B KPOBU BBIIIIE TIO CPAaBHEHUIO C JETBMU Ha UCKYCCTBEH-
HOM BCKapMJIMBaHUHU (CpeHee pa3nnuue cocTapisieT 0,64
mmonb/n, 1IN 0,50—0,79). OnHako y B3pOCIbIX, HAXOIUB-
IIUXCS B IETCTBE HA €CTECTBEHHOM BCKaPMJIMBAHUU, OTIpE-
JIeNIsIeTCsT JOCTOBEPHO O0Jiee HU3KUIM YPOBEHD XOJIeCTEpPH-
Ha KPOBM IO CPaBHEHUIO CO B3POCIBIMU, TOTYYaBIIUMU
B MJIaZieHYeCTBe CMecu (CpelHee pas3iidue COCTaBJISIeT
-0,18 mmomb/n, AN -0,30 — -0,06) [18—20]. Ha ceromus
YCTaHOBJICHO, YTO paHHee BBEICHUE B MUTAHKE XOJIECTe-
pUHA TPOTPaAaMMUPYET €ro MeTaboJIM3M Ha TPOTSKEHUU
JMaJbHEWIIeld XW3HU W eCTECTBEHHOe BCKapMIIMBaHUE
aCCOIMUPYETCS He TOJBKO ¢ 0ojiee HU3KUM YPOBHEM XO-
JIeCTepiHA B KPOBM Y B3POCJIBbIX, HO U C OoJiee HU3KUM
CHUCTOJTMYECKUM apTepualbHBIM JTaBIEHUEM Y B3POCIBIX,
YTO TOATBepXkIeHOo MeTaaHanuzamu BO3 (2007).

Bonbioe 3HaueHMe 1151 (GyHKIIMOHUPOBAHMS HEPBHOM
CHUCTEMbI UIMEIOT TAHTIIMO3UIbI. B HEMHOTOUMCIICHHBIX UC-

JINTEPATYPA

1. Lebenthal E., Khin-Maung-U., Zheng B.Y. et al. Small intes-
tinal glucoamylase deficiency and starch malabsorption: a
newly recognized alpha-glucosidase deficiency in children. J
Pediat 1994; 124: 4: 541-546.

2. Lanciers S., Mehta D.I., Blecker U., Lebenthal E. Modified food
starches in baby foods. Indian J Pediat 1998; 65: 4: 541—546.

3. Uemmakus y pereit. [Ton pen. C.B. berbmepa u M.O. Pes-
HoOBOI. M3naHue BTOpoe mepepaboTaHHOE U JOIMOJTHEHHOE.
M: Menmnpaktuka-M 2013; 416. (Celiac disease in children.
S.V. BeI’mer, M.O. Revnova (eds). Moscow: Medpraktika-M
2013: 416.)

cJIeIOBaHUSIX ObLIa TTOKa3aHa WX BaXKHasi poJib B pa3BUTUH
TKaHel roJIOBHOTO MO3Ta Ha ITePBOM TOy XXKU3HU, a TAaKKe
TO, YTO MX COAEpKaHWE B MO3Te 3aBUCUT OT WX TOCTYII-
JIEHUSI C TIPOAYKTAMU MUTAHMS, T.€. C )KEHCKUM MOJIOKOM
WJIA CMECSIMU [IJIS1 ICKYCCTBEHHOTO BCKapMuBaHus [21].
TTpr 5TOM B TOCTIEMHNX OHM MPAKTUYECKH OTCYTCTBYIOT.
Haxkonen, ¢ochomununpl, SBIsIIOIIMECs] OCHOBOI OCHOB
BCeX KIJIETOYHBIX MeMOpaH opraHu3ma, TpeacTaBIeHBI
B KOJIM4YeCTBe He 6ostee 1% oT BeeX IMMUIOB XKEHCKOTO MO-
JIOKa, HO UX 3HAYeHMe JUTS pacTyIIero oprann3mMa pebeHka
TPYAHO TepeolieHUTs [ 13, 22].

Kak m3BecTHO, B XXEHCKOM MOJIOKE KUPOBOW KOM-
MOHEHT OpraHW30BaH B TJOOYJIbI, B LIEHTPE KOTOPBIX
HaXOJSITCS TPUTIULIEPU/IBI, a 000JOUKY (MeMOpaHy) co-
CTaBJISTIOT TIOJIIPHBIE JIMTTUABI, a TakKXKe B HEOOJIBbIIOM
KOJIMUECTBe OeNKW W YriaeBoabl. MIMeHHO MeMOpaHBI
TJIOOYNT SIBJISTIOTCS MCTOUYHUKOM JIJIST HOBOPOXKIEHHOTO
pebeHka (pocdoaUnuIoB, XojJecTepruHa, TaHTJINO3UIOB,
HEKOTOPBIX IPYTMX MUHOPHBIX TUTTUIHBIX KOMITOHEHTOB,
npudem 105 hochoIUnuaoB B MeMOpaHax o0y co-
craBisieT 23% [13]. CinemoBaTeIbHO, HACYIIIHOM 3aavei
SIBJISIETCST 3aMeHa B CMECSIX JUTSI UICKYCCTBEHHOTO BCKApM-
JIUBAHUS PACTUTEIIBHOTO XKUPOBOTO KOMITOHEHTa TaKo-
BBIM JKMBOTHOTO TIPOMCXOXAECHUS C LIEJTbI0 HE TOJBKO
KOPPEKIIUK COMEPKAHUS XOJIECTepUHA B COCTaBE CMECH,
HO TaKKe W BOCITOJIHEHUS NeUIIUTA OPYTUX JIUTTUIOB,
paHee CIYMTABIINXCS «MUHOPHBIMU» , OTHAKO BBITTOTHSIO-
IIAX MHOTHE KU3HEHHO BaskKHbIE (DYHKITUU.

C y4YeTOM BBINIEU3IOKEHHOTO HOBass MOJOYHAs
cmech Semper (Semper Baby Nutradefense 1) comep-
JKUT KOMITOHEHTBI MeMOpaH XXUPOBBIX IIOOYT MOJIOKa
(MFGM) u MosnouHblil Xup. MOJOYHBIIA XUpP, UCTOU-
HUKOM KOTOPOTO SIBJISTIOTCSI CIVWBKH, TaKXkKe comaepkaT
BOJUIMHTHY ¥ HOBBIE Kalmy Semper. DTU MPOAYKTHI MPeI-
CTaBJISIIOT HOBBIW 3TAIl Pa3BUTHS W MIPOM3BOJCTBA TTPO-
JIYKTOB JETCKOTO MUTAaHUS C ONMTUMU3UPOBAHHBIM KU-
POBBIM KOMITOHEHTOM.

TakuM 06pa3oM, XU3Hb CTaBUT Tepel TMeauaTpaMu
MHOTOUMCJIEHHBbIE BOIMPOCHI, HEKOTOPbIE M3 HUX HOCST
HEOMHO3HAUHBIN XapakTep. Ha psim BOpocoB HeET TokKa
ellle TOYHBIX OTBETOB, 4 HEKOTOPbIE TTOPOXKIAIOT JIOXKHBIE
MpeACTaBIeHUsT O CYyTHU BoIpoca. B ¢cBsI3u ¢ 3TUM HeoO-
XOIMMBI JaTbHEH e TIyOOKHEe UCCIIETOBAHUS C YIETOM
MHOTOYHMCJIEHHBIX 0COOEHHOCTEH JETCKOTO OpraHu3Ma.
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AHemusI KaK BeIyLIHMii CUMIITOM NPH MOPAKEHUH OPraHOB MUIIEBAPEHHU Y IeTei

M.U. llyoposckasn, A.C. bomkuna, T.B. 3ybosa, H.B. Jlasudenko, B.b. Jlaiukosa

Poccunincknii HaumoHanbHbI NCCAeA0BaTENLCKMI MeanUMHCKUn yHuBepcuteT um. H.W. MNMuporoea; [Jetckas roponckas
KnmHunyeckas 6onbHuua N29 um. IH. CnepaHckoro, Mocksa; MNepBbii MOCKOBCKUIA MeANLMHCKIMIA FOCYAaPCTBEHHbIN

yHuBepcuteT um. .M. CeueHoBa

Anemia as a leading symptom in lesions of digestive organs in children

M_.I. Dubrovskaya, A.S. Botkina, T.V. Zubova, N.V. Davidenko, V.B. Lyalikova

N.I. Pirogov Russian National Research Medical University, Moscow; G.N. Speransky City Children’s Clinical Hospital Nine,

Moscow; |.M. Sechenov First Moscow State Medical University

B crarbe npeacTaBiieHbl JaHHbIE O PACHPOCTPAHEHHOCTH, HAMOO0JIee YACTBIX MPUYMHAX H KIMHHYECKUX NMPOSIBIEHUSX XKeje3o1edu-
HUTHO# aHemuH Yy nereil. Ha ocHOBaHMM KIMHMYECKHX MPUMEPOB JEMOHCTPHPYETCS BAXKHOCTD Y4eTa U TPAMOTHO! HHTEPIPETAMI
HMeoIUXCA KIMHUYeCKUX cuMnToMoB aHemuu. IlpencraBieHbl ciayyau 3amo3Jajioii IMAarHOCTHKH KeJe30Ae(MIMTHOH aHeMuH,
pa3BuBILeiics HA (hoHe XpoHMUECKNX 3200/1eBAHNI KeTY10YHO-KUIIEYHOTO TPAKTA.

Karouesote caosa: demu, anemust, decpuyum sncenesa, 3a601e6anust yceayo0ouHoO-KuuieuHo2o mpakma, 6oaesns Kpona, cundpom Candugpepa.

The article presents data on the prevalence, the most common causes, and clinical manifestations of iron-deficiency anemia (IDA) in
children. The given clinical examples demonstrate the importance of consideration and competent interpretation of the existing clinical
symptoms of anemia. Cases of delayed diagnosis of IDA developing in the presence of chronic gastrointestinal diseases are described.

Key words: children, anemia, iron deficiency, gastrointestinal diseases, Crohn’s disease, Sandifer’s syndrome.

Om—mM M3 CaMBIX YACTBhIX MATOJOTUYECKUX COCTOSI-
HUI, C KOTOPBIM €XeIHEBHO CTAaJIKUBAIOTCST Bpauu
o0IIelt TIPAaKTUKM, SIBISIETCS aHEMWYECKU CHHIPOM.
DTUOJIOTUST €ro pa3inuyHa, YMEHBIIEHUE COAepXKaHUs
reMOTJI00MHA W/WUJW 3PUTPOLIUTOB B eAWHUIIE 00beMa
KPOBU MOXET OBITh CIIeCTBUEM MHOXeCTBa3aboJieBa-
HU# 1 maTonormyeckux cocrostHuii. [1lo nanuaeiM BO3,
€XerojHo peructpupyercst 6ojee 1,5 miapnm deaoBeK
¢ anemueii [1], moutn 50% ciydyaeB OOYCIOBIEHO Je-
duumTom kenesa [2]. HecmoTpst Ha TO 4TO kese3o/e-
(puIMTHAS aHeMUsT PeIKO MPUBOIUT K CMEPTH, €€ BO3-
JeiCTBUE Ha 3M0POBbE 4YeJOBeKa BeChbMa 3HAYUTEIHHO
1 O0YyCJIOBIMBAETCSl YpE3BbIYATHO Ba’KHOW POJIbIO XKe-
ne3a nis yenoseka. B mporpamme FOHUCE® «Micro-
nutrient Initiative» mokazaHa B3aMMOCBSI3b MEXIY XKe-
Je30ne(UIIUTHON aHeMUeill U TaKUMM 3KOHOMUYECKU
3HAYUMBIMU (haKTopaMM, KaK CHWKeHHWE peabHOl pa-
0OTOCITOCOOHOCTH, yBEIWYEHUE MaTepUHCKON CMepT-
HOCTM, a TaKXe HeraTMBHOE BIMSHHUE Ha (QU3NYECKOe
1 YMCTBEHHOE pa3BUTHE peOeHKa.

© Konnektue aBTOopoOB, 2015
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Anpec nis koppecnonaenuun: Jlyoposckast Mapust ropeBHa — 1.M.H., ipod.
kad. rocriutanbHoii neauarpuu Nel PHUMY um. H.U. TTuporosa

Borkuna Anekcanzapa CepreeBHa — K.M.H., JOLL. TOi ke Kad.

117997 Mockaa, yn. OcTpoBUTSIHOBA, . 1

3y6oBa TarbsiHa BranumMupoBHa — Bpau-racTpo3HTEPOJIOT 4 MeArMaTpuIecKoro
otaeeHus (racTpo-3HTepoorn) JeTcKoi TOpoICKOoil KIMHUYECKOW 0O0Jb-
nuubl Ne9 um. ILH. Cniepanckoro

JaBunenko Haranbst BranumMupoBHa — K.M.H, 3aB. TEM Xe OTACJICHUEM
123317 Mocksa, LLIMuToBCcKuit mpoe3sn, 1. 29

Jlsnukosa Bepa bopucoBHa — K.M.H., 1011. Kad. IeNUaTpuu 1 IeTCKUX NH(hEK-
uMoHHbIX 60s1e3Hel [Tepporo MTTMY um. .M. CeuenoBa

119991 Mockaa, yi. Tpy6eukas, 1. 8, ctp. 2

TMpuanHbl XeNe30Ae(UITUTHBIX COCTOSTHUIT BechMa
pa3HOOOpa3Hbl M 3aBUCSAT OT BOo3pacTa pebOeHKa U CO-
LIMATBHOTO TIOJIOXKEeHUsST ceMbu. Cpeau TMOCTHATaTbHBIX
MPUYMH Ha TIEPBOE MECTO BBICTYMAIOT HEJO0CTAaTOYHOE
MOCTYIIJICHUE KeJjieda ¢ Tulllel (HecOalaHCHPOBaHHOE
MUTaHWe, BeTeTapMaHCTBO, HEIOCTATOYHOE YMOTpebie-
HUE MSICHBIX TIPOAYKTOB), TOBBIIIEHHBIE TOTPEOHOCTH
B 3KeJie3e B Mepuoj; OypHOro pocta pedeHKa UId aKTHUB-
HBIX 3aHsATUI criopToM [3—5]. Ocoboe MecTo 3aHMMAaT
aHeMUW, pa3BUBIIMECS Ha (poHE XPOHMUYECKUX 3a0oJie-
BaHWI XEJTYIOUHO-KHUIIIEUHOTO TPaKTa, COMPOBOXIAIO-
IIAXCST KPOBOITOTEPE (3pO3UBHO-S3BEHHbBIE MTOPAXKEHUS
CJIU3UCTON 00O0JIOYKHM, BapMKO3HOE paclIMpeHue BeH
MUIIEBOMA, OIyXOJU, TUBEPTUKYJIbI, TeMOPPOUIATbHBIE
Y3716l ¥ Jp.) WIM HapylIeHWeM BCcachIBaHUS Xejie3a (IH-
TEPUTHI PA3TMYHON STUOJIOTUH, Tapa3uTapHble MHBA3WN)
[6, 7]. Pacnio3HaBaHMe MPUYMHBI pa3BUTHS XKeJe30aepu-
LIUTHOI aHEMUMB KaXKJIOM KOHKPETHOM CITy4dae SIBJISIETCS
Ype3BBIYaliHO BakHBIM. OpHEHTalMsT Ha HO30JI0THYe-
CKYI0 IMAarHOCTUKY He00X0IMMa, TaK Kak B OOJIbIIMHCTBE
cJIyJaeB IIpU JICYEHUW aHEMUU BHavYajie He0OXOIMMO BO3-
JIeJiICTBOBAaTb HA OCHOBHOM MaTOJOrMYEeCKU Impoiecc.

Ieab — o6paTUTL BHUMaHKE TTPAKTUKYIOIINX Bpaueit
Ha TIpSMYIO CBSI3b MEXIY pa3BUTHEM aHEeMUHU U 3a00J1e-
BaHUSIMM KeTYTOYHO-KUIIEYHOTO TPAKTa, TP KOTOPBIX
BO3HUMKAET U30BITOYHAS TTOTEPsI Kejle3a, HeMOCTaTOUHOe
€ro MOCTYIJICHWE WJIW HapyllleHWe BCaChIBAHUSI MUKPO-
3JIEeMEHTA.

Knununyecknii npumep 1.

Manbuuk I, 6 teT 5 Mec Haxoaucs B 4-M neauaTpude-
ckoM (ractpoaHTteposnornyeckoM) otaeneHun JTKB Ne9
nm. ILH. Cnepanckoro ¢ 06.03.15 mo 02.04.15, kyna 6611
nepeBefeH U3 6-ro MHPEKIIMOHHOTO OTAEICHUS IS 10-
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MTOJTHUTETLHOTO OOCIEI0BAHUS U JIEUCHUS B CBSI3U C BBI-
SIBJICHHOW aHeMUeH, JUTUTETbHBIM KalllJieM, TIPUCTYITaMK
OTPBIXKKH.

HacaeacTBeHHOCTb OTATOINEHA MO TaCTPOAYOICHUTY,
OPOHXMAIBHON acTMe, XPOHUYECKOMY TaliMOPUTY.

W3 anamue3a M3BECTHO, YTO PEOCHOK OT IEepBOit Oe-
PEMEHHOCTH, TIPOTEKaBIIEH ¢ yrpo30ii pepbiBaHus B |
Tpumectpe, Hedponatueit B III Tpumectpe, oT mepBbIX
CBOEBpPEMEHHBIX CAMOCTOSITEJIbHBIX POJOB, Macca Tejla
npu poxaeHuu 2850 1, muHa 48 cm. K rpynau npunoxeH
B l-e CyTKM XXW3HUW, Ha TPYIHOM BCKapMJVBaHUU Ha-
Xoauscs o 4 yet, oOuabHO cpbirMBai a0 1 roma 2 Mec.
C 5 ner cran yacro 6osners OPBU. C aroro xe BpemMeHU
MTOSTBUJTUCH KAJIO0BI HA MEpUOANIYECKHE 00U B XKUBOTE,
otperkKy. C 30.06.14 o 11.07.14 mpoxomws TTaHOBOE
o0cyieIoBaHNE B TaCTPOIHTEPOJIOTUISCKOM OTIEICHUH
TOI K¢ OOJBHUIIBI, TP KOTOPOM OBLT BBISIBJICH 3PO3UB-
HbIi 330darut (enruHUYHAsI 3po3ust 10 0,2 cM); B 00I1IEM
aHalM3e KpPOBU — TreMOIJIOOMH 122 1/51, 3pUTPOLIUTHI
4,5-102/n1. Tlocye BBITTMCKA M3 CTAllMOHApa peKOMeHIa-
11U coOI01al, Kano0 He ObLI10, HAOII0JAJICS TACTPOIH -
teposiorom IT'KB Ne9 um. I'H. Cnepanckoro.B koHiie
suBapst 2015 1. MosSIBUIMCH Kajdo0bl Ha TOLIHOTY, 0OJIK
B XXWBOTE, HaBSI3UMBBIC IBVKEHUS IIIEW W TOJOBBI BITpa-
BO. MajibuuK TiepecTaj eCTh MSICO, YITOTPEOISIT TpenuMy-
IIECTBEHHO MsTKYl0 nuiy (Kamu, cymnel). C 11.02.15
o 20.02.15 Haxoauics B IeTCKOM oTheneHuu Pysckoii
paiioHHOU GOJBHUIILI. BBITIMCAaH ¢ TUAarHO30M: aHEMUS
CMEIIIaHHOTO TeHe3a. XpOHWYECKUii racTpuT. PeakTuB-
HBII TTaHKpeaTuT. OCTpbIii pUHOGAPUHTUT. AICHOUIBI
II crenenn. B obmewm ananmnse kposu ot 20.02.15: remo-
roouH 80 1/, 330(haroracTpoayoaeHOCKOIUSI He TTPo-
Boauaach. 24.02.15 peGeHOK ObLT TOCTIUTAIM3UPOBAH
B TyYKOBCKYIO paiiOHHYIO0 OOJLHMILY C AUATHO30M: TUTIO-
xpoMHasi aHemus. Tanaccemusi? [eMorioOMH cocTaBisit
76 t/m; COD 26 mMm/4. B TOT Xe meHb OBIT TIepeBencH
B 6-¢ mHdekumonHoe otnenenue JTKB Ne9 um. T'H.
CriepaHCKOTO, TIle Ha OCHOBAaHUU PE3yIBTaTOB 00CIen0-
BaHUsI OBUT TOCTaBJIeH KIWHWUYECKMII AMArHO3: OCTpast
MUKoTIa3MeHHass uHbekius. OOCTpyKTUBHBIN OpOH-
xuT. OPBU, octpeiit puHocuHycut. OCTpblil (hapuHTUT.
Anenouns! 11 crenenu. JleBocTOpoHHMI HIEHHBIN TUMb-
aneHuT. KenesoneduiuTHas aHeMUsI CpeIHEeN CTereHu
TSTKECTH, CMelTaHHOTO TeHe3a. DyHKIMoHaTbHbIe Hapy-
LIEHUSI XKeJIyI0uHOo-KuieyHoro Tpakra. 06.03.15 mepese-
JIeH B OTHEJICHUE TACTPOIHTEPOJIOTHM.

IIpu mocTymieHHu: cocTosTHIEe cpenHeit Tskectr. Ya-
CTOTa CepACYHBIX COKpalleHuit 86 B 1 MUHYTY, YacToTa
nmeixanus 22 B 1 MuHyTy. Macca Tena 27 Xr, mmrHa 116 e,
(uznaeckoe pa3BUTHE CpeTHEE TUCTADMOHUIHOE 32 CUET
n30bITKa Macchl Tena. CaMOUYBCTBHE CTpamaeT, Kajlo-
OBl Ha C1abOCTh, Kallleb, TPUCTYIBI (MTAPOKCU3MBI) OT-
PBIKKHU, BEIHYKIEHHOE TTOJIOXKEHWE TOJIOBBI ¢ HAKIIOHOM
BripaBo. KoxXXHbIe TTOKPOBHI OJIeIHbIE, YUCThIE OT MH(hEK-
LIMOHHOM M aJlJIepru4ecKoil ChIMK. [IbIxaHue yepe3 HOC
3aTpyaHeHo. Karreab BIaXKHBIN, TPOAYKTUBHEINA. B Jer-
KUX JIbIXaHWEe MPOBOAMTCS BO BCE OTAEbI, XPUIIOB HET.

OPUINHAJIbHBIE CTATbU B NOMOLLIb TPAKTUYECKOMY BPAYY

ToHbI cepauia 3By4HbIe, puTMUUHbBIE. [IIyMBI He BBICITY-
IMBAOTCS. 3€B He TUTIEpeMUPOBaH. S3bIK 00JI0KeH Oe-
JIBIM HaJIeToOM, Oosibliie y KopHs. 2KuBOT 0ObIYHOM (hop-
MBI, pABHOMEPHO, aKTMBHO yJYaCTBYET B aKTe JbIXaHUSI,
yMepeHHO 6oJie3HeHHBIN B anuractpuu. [ledeHb y Kpast
pebGepHOIi Tyru, Mmajabaius 6e300/e3HeHHas, cele3eHKa
He nanbnupyercs. CTya peryisipHblii, 06e3 maTojioruye-
CKUX ipuMeceit. JIusypun HeT, Mmova cBeTias. [1pu ocMo-
Tpe y pebeHKa OTMedaloTcsl TMephoArYecKre Bpalla-
TeJIbHbIE IBVKEHUS TOJIOBHI BITPaBO, TOJIOBA HAKJIOHEHA
BIIPABO.

JlanHble KIMHIYECKOTro 00caenoBanus (Taou. 1 u 2).

Ha ¢done mpoBoamMoOii KOMITJIEKCHON Teparuy OT-
MeueHa TTOJIOKUTENIbHAs JMHAMMKA KOHLIEHTpPALUKU Te-
mornoouHa kpou. Ot 10.03.15: cpeaHuit o0beM 3pu-
tporutoB MCV 61,6 i (Hopma 75—87 ¢ur). Ot 10.03.15
n 23.03.15 cpenHee comepxkaHne reMOTJI00MHA B 3PUTPO-
mute MCH 19,4 nr (Hopma 25—31 1ir), rokasaTesn Koa-
TyJIOTpaMMBI B Mpefiesiax HOPMBI.

Ha doHe nmpoBoanMoii KOMITJIEKCHOM Teparuu — To-
JIOKWTEJIbHAsI IMHAMUKa KOHLEHTpalMu o0111ero oeaka
U CHIBOPOTOYHOTO Xejie3a B KpOBU. BBICOKMIT ypoBeHb
deppuTrHa Kak Oelika OocTpoil (a3bl BOCHAJICHUS MOT
OBITh 0OYCITOBJICH OOIIMPHBIM MOpaXkeHUEM TTHIIEeBOIA.

Ananu3 Ha HBsAg — otpuiiatenbHbiit. O0uuii aHa-
3 Mounbe3 marosornu; ammiasza Moy — 230,00 Ex/n
(0,00—380,00 En/n). Konmporpamma 6e3 maToJioruu; aHa-
JIN3 KaJla Ha KUIIEYHYIO TPYITy: 6akTepnu TH(hO-, apa-
TI(hO3HON TPyl He BBIIEJEHBI; aHAIU3 Kajla Ha sifia
TJIMCTOB M TIPOCTEHIIINE, COCKOO Ha 3HTEPOOMO3 OTpU-
HaTeJIbHBIN; aHaINU3 Kaja Ha KaJbnpoTeKTuH: 31,5 Mr/Kr
(0—50 mr/kr); ananus Kana Ha H. pyloria anTureH — or-
pULIATETbHBINA.

V3 opraHoB OpIOIIHOW TOJOCTM U TIOYEK
ot 10.03.15 6e3 maronorun. Pubdpos30tharoracTpoayo-
nenockormusa (PBTIC) ot 13.03.15. TTumeBox cBo6oOI-
Ho mpoxomuM. Ciu3ucras Ha BCeM TPOTSIKEHUU T0-
KpPBITa TJIOTHBIM OeJTbIM HAJIETOM Pa3IMUHON TOIIINHBI,
CKBO3b HaJIET BU3YaTU3UPYIOTCS MHOXKECTBEHHBIE SI3BBI
pasnuaHoit GopMbl 1 pa3zmepoB — oT 0,3—0,4 cm 10 0,8—
1,0 cM ¢ remopparmyeckum JHOM. «3yOuarasi JTUHUS»
MPOCJIeXUBAETCSI HEpaBHOMEPHO Ha 3—4 cM BBbIllIE PO-
3eTKU KapAnu, «yToJIIeHa», 00J1acTh BOJIM3U TUHUU TTO-
BBIIIEHHO paHuUMa. Kapaus He cMBIKaeTCsT TTIOJTHOCTBIO,
CKJIAJIKU ee HeOOoJIbIIINe, TepUCTaIBTUKA Bsiiast. [acTpuT.
bynsownt. Iyonenur.

DOOTAC or 27.03.15. TTunieBoa cBOOOIHO TTPOXOINM.
Cnusucras 6JieAHO-pO30Bast B BEpXHeEl TpeTH, OesiecoBa-
THII TICEBIOMEMOpPaHO3HBIN HaJIeT COXpaHsSIeTCS] B HUXK-
Helt TpeTu. «3ybuarast IMHUST» MTPOCIEKNBACTCS HEPaB-
HOMEepHO Ha 3—4 cM BEIIIIe pO3eTKU KapauH, «yTOJIIeHa».
B cpenHeit TpeTu Teia COXpaHSIOTCS SI3BEHHbBIE Te(DEKThI
1o 0,3—1,5 u 0,4—1 cM ¢ 6enpiM gHOM. Kapaus mmpoko
susiet. [actput. byasout. JyoneHur.

PentreHockonus _ XKeJya0YHO-KMIIIEYHOTO _TpPakTa
¢ Oapuem ot 11.03.15. (puc. 1). AKT IJ1oTaHUs He Ha-
pylIeH, Xuakas OGapueBasi B3BeCh CBOOOIHO MPOXOIUT
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Tabauya 1. KnuanyecKuii aHaIM3 KPOBU:

[Tokazarenb 10.03.15 23.03.15 01.04.15 Hopma
Iemorno6uH, r/n 86,7 94,2 118,0 113-140
Dputpouutsl-10'2/1 4,46 443 5,22 3,5-4,7
TpomoGoruTsr-10°/1 633 593 292 160-390
Jleiikoumtsr-10°/71 11,6 10,7 6,7 5—-12
Heiirpodusl, %:
MaJIOYKOSIIEPHBIE 8 4 1 0,5-5
CErMEHTOSIIEPHBIE 58 59 47 36-65
DosuHopuiIbl, % 3 1 2 =5
Jlumborutel, % 19 28 37 50
MounouuTtsl, % 12 6 13 2—11
COD, Mm/u 12 20 23 2—12
AHM30LMTO3 — BbIPAKEHHBII, MONKUIOLUTO3, TMIIOXPOMUSI — YMEPEHHO
Tabauya 2. BUOXUMHYECKHUIT AHAH3 KPOBU
[Moka3arenn 10.03.15 23.03.15 30.03.15 Hopma
AJIT, En/n 14 13 16 Jlo 40
ACT, En/n 26 26 26 Jo 40
Ilenounas docdaraza, En/n 75 107 119 o 500
ITT, En/n 7 10 9 9—64
Awmwunaza, En/n 117 119 93 17—155
OO61mii 6e1oK, T/ 47,0 55,4 57 64—86
AJIBOYMWH, T/ 29,0 35-50
XoJiecTepuH, MMOJIb/JT 4,32 4,6 4,72 1,7-5,2
Tpuraunepuabl, MMOJIb/JT 2,54 2,56 1.58 0—1,69
BunupyouH o0, MKMOJIb/JT 4,6 3,8 4,3 1,3-20,5
[1roko3a, MMoub/ 4,93 4,37 3,66 3-5,55
Keneso, MKMOJIb/T 1,85 34,1 7,1 4,5-27,9
TpancdeppuH, r/1 2,86 1,91-3,15
DeppUTHH, HI/MJI 289,5 389,0 15—-120

M0 M3MEHEHHOMY MUIIEBOIY, KOHTYPhl HEpOBHbBIE, UeT-
KUe, peiabed CAM3UCTON M3MEHEH 3a CYeT YTOJIIEHHBIX
MPOIOBHBIX CKJIAJIOK, IEpUCTaTbTHKA 00bIaHasT. Kapaust
pacmoJioXXeHa BblIllle 0OBIYHOTO, Haa Auadparmoii, ¢ pac-
IMApEeHNEeM HIDKHEW TpeTu MuIleBoja Haj auacdparMoi
¢ MaKCUMAaJIbHBIM pacIIMpeHreM Haa auacdparmoir 1o 3
CM, TIe JUIMTEJTbHOE BpeMsl B CKJIaIKaxX 3aJep>KUBaeTCs
KOHTpacTHOe BellecTBO. CKITaAKW KapauW YTOJNIIEHBI,
He CMBbIKaeTcs TMONMHOCThI0. [Ipw TIpoBemeHUU MPOOLI
C BOJIOI OTIpeieNIsSIeTCsT aKTUBHBIN XKeTYTOTHO-TTHIIEBOI -
HBII pedIIIOKC 10 BepXHE TpeTH MUIIEeBOJA, C PErypri-
TalMeil B pOTOBYIO MOI0CTh. [Tocie mpoBeneHMsT TTPOObI
C BOJOI MaCCUBHBIN XKeTYIOTHO-TTUIIIEBOIHBIN pedIIroKe
He ompenensiercs. [TonoxeHue xenynka odobryHoe. Ha-
yajibHasl 9BaKyalldsl B BEPTUKAJIbHOM TOJIOXXKEHUU M3Me-
HeHa, 3aMeJUIeHHas, HacTyrnuia yepe3 25 MuH. JIyKoBu-

11a JABEHAAATUNIEPCTHON KHUILIKMA HE YBeJIUYeHa, UMEET
MPaBWIbHYIO TPEYTOJIbHYI0 (POPMY, HECKOJIBKO HEPOBHAS
1no KoHTypy. HauanbHble OTnesbl TOIIEH KUILIKU pacro-
JIOXEHbI MPaBWIbHO, LIEHTPAJIBHO U UMEIOT OOBIYHBbIIA,
nepucThiil pucyHok. Toscras Kulka He paciuipeHa. [ay-
cTpalus HepaBHOMepHasl.

Ha pentreHorpamme meiHOro otaesaa MO3BOHOY-
Huka (10.03.15) — dyHKUMOHaANIbHAS HECTAOUJIBbHOCTh
C,, — C,, mo3BOHKOB Ipu «crubanum». Ha peHrtreHo-
rpamme HocoToTku (26.03.15) — amenounsr [—IT cre-
neHu. Ha peHTreHorpaMme OKOJOHOCOBBIX TMa3yx —
YTOJIIEHUE CIIU3UCTON 00EUX BEPXHEUETIOCTHBIX Ma3yX.
JloGHbIe mazyxu He pa3Buthl. KoHcynbsramus JIOP-Bpa-
Yya: JIBYCTOPOHHUUN OCTPBIM KaTapaJbHBI TaliMOPWUT,
ageHouanl I crenenu. Pexomenmanuu nanel. [lokasa-
HUM K aIcHOTOMUU HET.
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Puc. 1. PeHTreHOCKONHS 2KeJIyJ0YHO-KUIIEYHOro TPaKkTa ¢ 6apueM y pedenka I'. Ipbrka nuimeBoHOro oOT-

BepcTud auadparmol (CTpesika).

OxosHuedanorpadpus (20.03.15): cmemeHue cpe-
JNUHHBIX CTPYKTYp He BbisiBiieHO. Il xenynouyek 4 mm,
nyabcaumss 23%. DnektposHuedanorpadust: Ha hoHe
I dy3HOro HapyIeHWsT KOPKOBOM PUTMUKHU (ITO UPPU-
TaTUBHOMY THITY) OTMEYalOTCS TTPU3HAKU YCUJICHUS aK-
TUBHOCTH TUBHIIE(DATEHO-CTBOJOBOTO YPOBHSI; STTHJICTI-
TU(HOPMHON aKTUBHOCTU He BBISIBJIeHO. KOHCymbTamus
HeBpoJIoTa: 1IepeOpaCTeHNIECKUI CUHIPOM.

KoHcynbranus TopakaibHoro xwmpypra (25.03.15).
Ha ocHOBaHMM KIIMHUKO-PEHTIEHOJOTUYECKOM KAPTUHBI
SI3BEHHO-TEMOPPArMuecKoro pedurokc-330darura B co-
YeTaHWUU C TPhIKEN MUIIIEBOTHOTO OTBEPCTHST TuadparMbl
y pebeHka auarHoctupoBaH cuHapom Cannudepa. Yuu-
TBIBasi COCTOSTHUE pebeHKa (aHeMUsI, TUCTIPOTEUHEMMUSI,
aneHounsl | crerenu, yacteie OPBU), a Takke monoxu-
TeTbHYIO0 IMHAMKKY Ha (hOHEe KOHCEPBATUBHOM Teparuu,
B HACTOSIIIIee BpeMsl 11eJIeCO00pa3HO TIPOMOIIKUTh KOH-
CepBaTUBHOE JieUeHNUe, dyepe3 2 Mec TIPOBECTH TUTAHOBOE
OTIepaTUBHOE JICUCHUE.

B oTneneHnn morydas Tepanmio:
* cron OB/l (ocHoBHOW BapuaHT aueThl) 3 + KinuHy-

TpeH 200 Mt 3 pa3a B CyTKM, BHYTPHUMBIIIEUHO;

*  deppym Jlex 1,0 mu 1 pa3 B cytku, No 14;

* HeKcuyM neyietsl mo 10 mr 2 pasa B CyTKU;

* (ocdamorens 1 maker 3 pasa B CyTKH;

» amokcuumiH 250 mr 3 pa3a B CyTKU;

« nomrmepuaoH 10 mr 3 pa3a B CyTKWU;

* MuKpasuM | Karicyna 3 pa3a B CyTKU;

*  (enudyT 0,25 1 2 paza B CyTKH;

* JoparaavH '/, TabneTku 1 pa3 B CyTKM;

* IIeJIOYHBIe MHTAISALNN, MUKCTypa ¢ aaTeeM | maket

3 pasa B CyTKM.

Ha ¢oHe KOMITJIEKCHOI Tepamuy OoTMedajach yMme-
pEeHHasT TIOJIOXKUTETbHAs TMHAMWKA KIMHUYECKUX CUM-
TITOMOB (KallleJIb Kyl pOBaJICs, STTU30/IbI OTPBIKKH CTaJTN
pexe, anmeTUT YIydIIuics) 1 JabopaTOpHbIX IMOKa3aTe-
JIeil: HopMmaau3aluusl ypoBHs remorioouHa go 118,0 1/,
MOBBIIIEHUE YPOBHS Xkee3a 1o 34,1 MKMOJib/J1, 00IIero
oenka 10 55,4 r/i.

B NMOMOLLIb TPAKTUYECKOMY BPA

Knunanyeckuit quarno3. Cunapom Canaudepa (rpbi-
JKa TMUIIEBOIHOTO OTBEpPCTUSI nuadparMbl, sI3BEHHO-Te-
Mopparudyeckuii pedutokc-33odarut, kpupoiies). la-
crponyoneHut. ZXKeneszoneduUTHAsT aHEMUSI CpemHei
crerieHn TspkecTu. MyHKIMOHATbHAsT HeCTaOMIbHOCTh
C, — C,, weilHbIx no3BoHKoB. LlepebpacTeHnyeckuii
cUHIpOM. [IBYCTOPOHHUIA OCTPBI KaTapalbHBIN TaiiMo-
puT. AneHouasl | crerneHu.

BhlnucaH ¢ peKoMeHIaIusIMu:

* coOusoneHne aueThl (ctoi NoS), pexuMa nmutaHust +
Knunyrpen 200 mi 2 paza B CyTKU; KOHTPOJIb €Xe-
JTHEBHOTO OTIOPOXHEHUS KUIIIEUYHUKA;

* HekcuyM (nesietsl) mo 10 mr 2 paza B 8.00 u B 20.00 +
TeBUCKOH 5 MJI 2 pa3a B CyTKH MocJe ebl (00e, y>KUH)
+ kpeon 10 000 3 pa3a B CyTKM BO BpeMsI eibl — 2 Hell;

* (enndyT 0,25 1 ¥ TabNeTKN 2 pasa B CyTKU — 2 Hel,
amokcuuinH 250 mr 3 pasa B cytku 1o 05.04.15, no-
patanuH Y Tabnetku 1 pa3 B cytku — 10 qHeii;

* HaOJOJeHUEe YYaCTKOBOTO MeauaTpa, racTpO3HTEPO-
sora, JIOP — Bpaua;

* TIJJAaHOBOE OTEepaTUBHOE JIeUeHUE.

C 25.05.15 mmo 08.06.15. Haxomuiicst B 4-M XUPYpru-
yeckoM otnenenun JATKB Nel3 um. H.®. ®unarosa.
Ilpu mocTyrileHUM COXpaHSIIMCh KajaoObl Ha OTPBIKKY,
0osu B XUBOTE, TOJOXeHUe Ien Ha Ook. Koxa, BM-
MUMBbIE CIU3UCTbIE 4YuCThie. JIbIXxaHWe BE3UKYISIPHOE
MPOBOJUTCS BO BCE OTHENbI, XpUIIOB HEeT. TOHBI cep/lia
PUTMUYHBIE, sICHbIe. ZKMBOT MSTKMUI, 0e3001€3HEHHBIN
npu nanbnanuu. [euyeHsb, cee3eHKa He yBenueHbl. Du-
31OJIOTUYECKHE OTIIPaBJIEHUSI B HOPME.

®IBTNIC: yMepeHHast HEIOCTATOUHOCTh Kapauu. du-
OpPMHO3HO-3PO3UBHEIN 330(haruT CO CTEHO3MPOBAHUEM
1o 1 cMm Ha 24 cM oT pe3uoB. [1oBepXHOCTHEBIN racTpo-
JTYOJIEHUT.

PeHTreHockonus nuuieBosa, Xejayaka ¢ Gapuem: mu-
111€BOI CBOOOTHO MPOXOAMM i1t KoHTpacTa. [1pu Tyrom 3a-
MOJTHEHUH XeJTyJaKa KOHTPACTHBIM BEIlIeCTBOM BBISIBJIEHA
CKOJIB3S11asl TPbIKa MUIIIEBOHOTO OTBEPCTUSI IMadparMbl
OOJIBILIMX pa3MEPOB; TTPOBe/IeHa BOTHO-CU(OHHAasI TIpo0a,
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MpU KOTOPOI OTMeUaeTcsl 3a0pOC KOHTPACTHOTO Bellle-
CTBA JIO HIDKHEW TPETH MUIIEBOIA. DBaKyallHs U3 XKeTyaKa
He 3aTpyJdHeHa, CBoeBpeMeHHas. JIBeHamuaTUIepCTHAasT
KUIIIKA PACITOIOXKeHa 00bIYHO, He pacIIipeHa.

Kimmanyecknii ananu3 kposu ot 29.05.15: remorio-
6uH 122 r/x; ap. 5,31:10'2; GUOXUMHUUYECKUIT aHAJTU3 KPO-
BU oT 29.05.15: anpbymun 46,4 t/1; obumii 6emok 73,8
r/a. O61mumii ananu3 mouu ot 29.05.15: mokazatenu B rpe-
Jiesax HOPMBI.

03.06.15 npoBesieHa ornepaiys — JIalmapoCKOIMM4ecKast
dynmormmukanmst mo HucceHy, xuaToruiactTuka. Beimucan
JIOMOM B YIOBJIETBOPUTETLHOM COCTOSTHMM. KOHTAaKTOB
¢ nHGEKIMOHHBIMA OOJMBbHBIMM He mMesl. IIBBI CHSTHI
Ha 5-e cytku. PekomeHnnanmu: HaOoAeHUE XUpypra, ra-
CTPO3HTEPOJIOTA IO MECTY KUTEThCTBA, JOMAITHUN PEXUM
10 nHeii, orpaHuyeHne HU3NIECKOI Harpy3ku Ha 1,5 Mec,
TMOBTOpHAsI TocTiMTaM3aius yepe3 3 mec (Oy>kupoBaHUe).

00cyxaeHue

IpencraBieHHBIA O OOCYXKIACHUS ClIydail CHH-
npoma Canamdepa (TpblKa MUIIEBOIHOTO OTBEPCTHS
nuadparMbl, pedoKc-330paruT U KpUBOIILIEs]) UMEET
TUMUYHYIO KJIWMHUYECKYI0 KapTHHY, Ha KOTOPYIO dYalle
o0OpalaloT BHUMaHWe HEBPOJIOTH M3-3a MBIIIIEUHOM KPU-
BOLIEW, COYETAIOLIECHCS C MPUYYJIMBOU O30 M Mpo-
WU3BOJIbHBIMU  «M3BUBAIOIIUMHUCS» JIBUXKEHUSAMU IIIEH,
rojioBsl ¥ MHOTAA TysoBuia [8, 9]. [lo maHHBIM HEBpO-
JIOTOB M TOpaKaJIbHBIX XUPYyproB PecrnybanKaHCKOM aeT-
CKOM KJIMHUYECKOM OOJTbHUIILI, YaCTOTa BCTPEYAEMOCTH
cunapoma Canaudepa cocrasiseT 1,8%, cooTHOILLIEHNE
MaJIbUMKOB U JieBouek 4:1, Bo3pacT nereit ot 5 1o 14 ner
[10]. ITpn 3TOM y MOJOBUHBI IeTEii OTMEUYAETCs aHEMMSI
CO CHWKEHUEM YPOBHST TeMorioouHa no 76—80 r/m, o6-
VCJIOBIIEHHAST KaK MOTepeil KPOBU TPU 3PO3UBHO-SI3BEH-
HOM TIOpaX€HWUW TIMIIEBOAA, TaK W HEMOJIHOIEHHBIM
OIHOOOPA3HBIM PallMOHOM B BUE MPOTEPTHIX Kalll, Cy-
MoB, Kucenei (¢ mpeobiagaHuem yrieBonoB). [lnorHas
MUIIIa BBI3BIBAET PE3KYyI0 00JIE3HEHHOCTD, TTOTOMY JIETH
OTKAa3bIBAIOTCST OT Msica, (PPYKTOB, YTO MPUBOIAUT K AT~
MEHTapHO-3aBUCUMOMY COCTOsTHMIO. KoHcepBaTHBHasT
Tepanus BKJIIoYaeT papMakoTepanuio (MPOKWHETUKH,
aHTALIMIBI, AHTUCEKPETOPHBIC TIperaparbl) W IHeTO-
Tepanio. [lpn HedPPEKTUBHOCTM KOHCEPBATUBHOIO
JIeYeHUsI TIOKa3aHO OIepaTMBHOE BMEIIATEbCTBO: JIa-
mapocKonuyeckas ¢pyHaorumKaius no Hucceny, xuaro-
ractuka [11].

Knunnyeckwnii nmpumep 2.

Manvuuk A., 6 et 5 Mec HaxoaWIICS B 4-M TIeAMaTpy-
yeckoM (ractpoaHTteposiornuyeckom) otaeaeHnu JTKB No
9 uMm. I'H. Cniepanckoro ¢ 08.06.15 mo 25.06.15, kyma 6601
TJTAHOBO TOCITUTAJIM3UPOBAH C XajlobaMu Ha OOJIM B XKU-
BOTe, XeJIe301e(OUIIMTHYIO aHEMUIO C pAHHETO BO3pacTa.

HacnencTBeHHOCTb HE OTATOIIEHA.

Anamue3 Xu3HH. PeOEHOK U3 PEeJIMIrMO3HON CeMbH,
OT BTOPOI 6epeMEeHHOCTH, TTPOTEKABIIIEH ¢ TOKCUKO30M
B I Tpumectpe, OPBU B 111 TpumMecTpe, BTOpbIX B CPOK
CaMOCTOSITEeNIbHBIX pomgoB. Macca ripu poxaenuu 4600 T,

nniHa 54 cMm. Ouenka no Anrap 8/9 6amnoB. Ha rpyn-
HOM BCKapMJIMBaHUM 0 | Toma, MpUKOPM BBEIEH B BO3-
pacte 8 mec c¢ obuiero crosa. He mpuBuBajics BBUILY
KaTeTOpMYECKOTO OTKa3za poauteneir. HabGmomaeTcs
aJUIepPToJIOTOM TI0 TIOBOAY PECIMPAaTOPHOTO ajuIeprosa,
MNUILIEBON aJlJIEPTUMU.

Anamue3s 3a0oJeBanus. Brniepsbie B Bo3pacte 1 roga
B KJIMHWYECKOM aHajn3e KPOBU OBLIO BBISIBIEHO CHU-
JKEeHUEe conepXaHusi reMoriodouHa no 93 r/a, Koauye-
cTBa SpUTpOIUTOB — 10 3,52:10'2/1. He obcnemonancs,
Tepanuio He nojydan. C 4 jet HaOmoaaICcsd y racTpOH-
TepoJjora 1Mo TMoBoAy Oosieil B XXuBOTe. B KIMHMYeCKOM
aHaju3e KpOBU YpOBeHb reMoryioonHacoctasisut 90 r/m,
npuHuMan Mansrodep B TeueHue 2 Mec, Ha (hoHe Tepa-
nuu reMoryioonH nossicwiics 1o 101 r/n. B nanpHeiiem
MaThb K BpayaM He oOpalajach, peOeHOK He 00cIenoBa-
cs. Y MajpuMKa ¢ paHHETO BO3pacTa OoTMedasics M30u-
paTesbHBIN amnmeTUT, CeMbs COOJTIOIAcT TTOCThI. B KoHIIe
masg 2015 . MaThb TTOBTOPHO OOpaTUjIach K TaCTPOIHTE-
POJIOTY B CBSI3M C KajiobaMu pebeHKa Ha O0JIM B XKUBOTE,
CTYJI CO CKJIOHHOCTBIO K 3aIopaM; peKOMeHIOBaHa TOC-
MUTATA3AIINS.

IIpyn mocTymieHHn: COCTOSTHUE CpeHel TsoKkecTH. 2Ka-
JIOOBI Ha GOJIM B XXMBOTE, HEYCTOWYMBBIN CTYJ, aHEMHIO
¢ paHHero Bo3pacTa. Macca tena 21,8 xr, ymHa 117 cwm,
dusnueckoe pa3BUTHE cpeaHee, TapMOHMYHOe. KOoXKHBIe
TMOKPOBBI, BUANMbBIE CJIU3UCTHIE YUCThbIE, OYeHb OJIeTHEIE.
CepieyHo-JIeroyHast IesITeIbHOCTh YIOBIETBOPUTETbHAS.
SI3bIK 00s10KEeH OeTbIM HaJIeTOM, 00JIbllle Y KOpHs. ZKUBOT
00bIYHOI (POPMBI, AOCTYTEH MIyOOKOM Majbnauuu, yme-
peHHO 0oJIe3HEeHHBIN B anuracTpur. CTya CO CKIIOHHO-
cThIO K 3aropaM. O6JacTh aHyca He u3MeHeHa. usypun
HeT. HeBposornueckuii cratyc 6e3 BUAMMOIM MMaTOJOTUU,
peGeHOK aKTUBEH, OXOTHO BCTYMAaeT B KOHTAKT.

JlaHHbIe KIMHMYECKOTo o0cenoBanus (Tadu. 3 u 4).

Ha ¢oHe mpoBoauMOI KOMIUIEKCHOM Tepamuyd —
yMepeHHasl TOJIOKUTENIbHAs TUHAMUKa KOHLIEHTpALMKU
remMorioonHa KpoBu. CoxpaHsieTCsl TPOMOOLIMTO3.

OOpamany Ha ceOs BHUMaHUE MCXOIHbIE HOpMallb-
HbIe KOHIIEHTpAlMK o0I1Iero 6ejika U aJboyMHUHa, MoJIo-
JKATETbHAs TUHAMKWKA CHIBOPOTOYHOTO KeJie3a Ha (poHe
Teparnuu TpernapaToM xele3a. [IpoTemHorpaMMa 1 Koa-
rynorpamma (09.06.15) B ipeaerax HOpMbI; UMMyHOTpam-
ma: IgA 1,68 1/n(1-2,31/m),1gM 0,86 /1 (0,6—21/71), IgG
8,81 r/n (8,2—10,7 v/n), IgE 3,099 Ea/ma (0—70 En/min).
C-peaktuBHbiit 6en0k 0,2 mr/n (0,1-8,2 Mr/m). AHanus
Ha HBsSAg — oTpuuaTeabHbIi; CepoIornyecKuii aHaIu3
KPOBU K HEPCUHMO3Y, TICEBAOTYOEPKYJe3y — OTpHIla-
TeabHbIR. OO01IMii aHaIM3 MOYU — 0€3 MaToJIOTUU, aMU-
naza moun — 177 En/n (0—380 En/n). Komporpamma:
LIBET KOPUIHEBBIN, SKUPHBIE KUCIOTHI B OOJIBIIIOM KO-
YyecTBe, KJIeTyaTKa HerepeBapuBaeMasi — B HEOOJIbIIOM
KOJINUECTBE, JIEWKOUUTHI 0—2 B MOJie 3peHUsT, SIMUTETNIA
eIMHUYHbIE KJIETKU B TIOJie 3pEeHUs, CIU3b B HEOOJb-
IIOM KOJMYECTBE;, aHajlu3 Kaja Ha KaJb[TPOTeKTUH
(19.06.2015) — 992,8 mr/kr (0—50 Mr/KT); aHaIU3 Kaja
Ha sIii1a TeJIbMUHTOB 1 IIPOCTEUIIINX, COCKOO Ha SHTEPO-
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6103 — OTpMIATENIbHBIN; MOCEeB Kaja Ha YCJIOBHO-MATO-
TeHHYI0 (pyiopy — pocTa MUKPO(DIIOPHI HET.

Martb OT TIpOBeAeHUS WHBA3UBHBIX WCCIIEIOBAHUA
KaTeropuuecKu OTKaszanach, (hrudporacTpoayoaeHOCKO-
MUST ¥ KOJOHOCKOTIUSI He TMpOoBOAMINCh. [To maHHBIM
V33U opraHoB OpIOIIHOI MOJOCTY W MOYEK IaTOJIOTUN
HE BBISIBJICHO.

PeHTreHOCKOMUSA  KeTyIOYHO-KHUIIIEYHOTO  TPaKTa
¢ 6apuem ot 11.06.15 (puc. 2). Bapuesast B3BeCh CBOOOTHO
MPOXOANT TTO THUIIEeBOAY. KeTyaoK HATOLIaK ITyCT, O0Jb-
moil. DBakyalus He HapyileHa. JIyKoBWlIa ABeHaIlIa-
TUTIEPCTHOM KMIIKW OOBIYHAsS, PACITOJIOXKEHa Ha YPOBHE
L,,, mo3BoHouHMKa. [lyoneHOEIOHATbHBII TIEPEXO MPo-
xomuM. OTMeUaloTcsl BbIpaKEHHBbIE W3MEHEHMS TOIIeH
KUIIKW, OMPEIENSTIOTCS CTPUKTYPUPOBAHHBIE YYACTKU

Tabauya 3. KnuHudecKuii aHAIU3 KPOBH

OPUINHAJIbHBIE CTATbU B NOMOLLIb TPAKTUYECKOMY BPAYY

TOLIEH KUIIKW, HEKOTOPbIE U3 HUX Ha JIJIUTEIBHOM IIPO-
TSDKEHUM, TIE M3MEHEH pesibed CIIM3UCTOM 3a CUET OKPYT-
JIBIX TEHEH pa3JIMIHOro auamMeTpa Ha (poHe ITPOmOJIbHOMN
CKJTATYaTOCTH. YOeIUTETbHBIX TAHHBIX O HATMIUU CTEHO-
30B Ha MOMEHT MCCJieOoBaHMsI He BhIABIeHO. [laccax Ga-
pust He n3MeHeH. [aycTpaliist TOJICTOM KUIIIKKA COXpaHeHa,
MOJIOXKEHNE ee HIKe OOBIYHOTO, KUIITKAa He paclIdpeHa.
3aKToYeHNE: TUTTMYHAS ~ PEHTTEHOJIOTUYeCKasi KapTUHA
oone3nn KpoHa ¢ mopaxkeHreM Tollei KUKkn. PekoMeH-
JTOBaHO TTOBTOPUThH UCCIIeI0BaHKE Uyepe3 3—6 Mec.

Ha ocHoBaHMM TIpOBeIEeHHOIO OOCTIEHOBAHMST OBLIT
MOCTaBJIeH KJIMHHYECKHId HarHo3: 6oyie3Hb KpoHa ¢ mo-
paxkeHueM Tolel Kumku. lactpornTo3. KomoHomnTos.
Kenezonedunmrnas anemus II crenenu. CornacHo
YCTAaHOBJICHHOMY IHMarHo3y IMOKa3aHO Ha3HaYeHUe Top-

ITokasarennb 08.06.15 15.06.15 23.06.15 Hopwma
TemornobuH, 1/ 72 78,2 85 113—140
Dpurpountsi-102/1 4,7 4,7 5,32 3,5-4,7
TpomGoumTsr-10° /71 515 440 521 160—390
Jeiikountsr-10°/1 7,9 6,5 8,5 5—-12
Heiitpoduisl, %:
Maja0uYKOosIIepHbIE 1 2 1 0,5-5
CErMEHTOSIIEPHBIE 28 28 31 36—65
DosuHopuIbI, % 8 18 11 1-5
Jlumboumtsl, % 57 49 50 50
MououuTs, % 3 3 7 2—11
COD, mm/u 3 5 12 2—12
AHU301IMTO3, MONKUIOLMTO3, TUTIOXPOMUS — YMEPEHHO
Tabauya 4. BuoxuMuyecKuil aHAIN3 KPOBH
[Moxkasarenb 09.06.15 23.06.15 Hopma
AJIT, En/n 12 11 Jo 40
ACT, En/n 23 23 Jo 40
[llenounas dpocdaraza, En/m 164 o 500
I'TT, En/n 9 10 9—64
Awmwunaza, En/n 56 51 17—155
OO011uii 6e0K, /1 66,0 70 64—86
AJIBOYMUH, T/ 41,8 35-50
MoueBrHa, MMOJIb/JT 5 1,7-8,3
KpeatuHwH, MKMOJIB/JT 41,5 44—110
XoJecTeprH, MMOJIb/JT 2,69 1,7-5,2
TpurMIeprab, MMOJIb/JT 0,44 0—1,69
Bunupy6uH o61mii, MKMOJIb,/JT 3,8 1,3—20,5
Ditioko3a, MMOJIb/JT 5,01 3-5,55
XKeneszo, MKMOJIb/JT 1,7 10,6 4,5-27,9
TpaHncheppuH, r/1 3,89 3,83 1,91-3,15
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Jlybposckas M.HU. u coaem. AHeMust KaK BeAyIINii CHMITTOM TIPY TIOpPaXeHUU OPTaHOB TUIIIEBAPEHUS y IETe

MOHAJIbHOI Tepanuu (MPeaHU30J0H | MI/Kr B CyTKH),

LIMTOCTATUYECKON Tepanuu (a3aTMONPHUH | MT/KT B CyT-

KH), TIpEraparoB 5-aMUHOCAIMIIMIOBOM KUCIOTHI (TIeH-

Taca 70 Mr/Kr B CyTKH), TIperapartoB xeJje3a (peppym Jlek

1,0 MJ1 BHYyTPUMBIIIIEYHO Yepe3 JeHb).

IMoayyan neyenne:

* Cron OB/l CJI + nonmonHutenbHo 100 r Msica;

* modanak 5 mi 2 pasa B IeHb;

*  deppym Jlex 1,0 M BHYTPUMBIIIEUHO Yepe3 ICHb;

* (docamorens | maker 3 pa3a B IeHb;

e TtpuMenar 50 Mr 3 pa3a B IeHb;

» keroTtudeH 1 Mr 2 pasza B JIcHb;

* noparamiH '/, 1 pa3 B iens ¢ 09.06.15 mo 25.06.15;

* menTaca 500 mr 3 pasa B aeHb ¢ 19.06.15 o 25.06.15.
Martb oTKazanacb OT MPONOJKEHUS JieUeHMUs

B YCJOBHUSIX TaCTPOIHTEPOJOTUYECKOTO OTAEIECHMUS

MO CeMEWHBIM OOCTOATENbCTBAM (3aIMJIAHUPOBAHHbIN

OTJIBIX B YCJIOBUSIX nHcoassuuu ¢ 27.06.2015), mostomy

Ha3HauyeHWe TOPMOHAJTBLHON U IIUTOCTaTUYECKOM Tepa-

MUY TMpencTaBisioch HelelecooOpasHbiM. [Iposene-

Ha Oecella ¢ MaTepblo O Bpelle MHCOSILUM 7151 peOeH-

ka ¢ 6osne3Hblo Kpona. PekoMeHmoBaHO AanbHellee

HaboneHue, obOciiefoBaHUE W KOPPEKIUs Teparnuu

B [opolnckoMm 1ieHTpe BOCHaIUTENbHbIX 3a00JeBaHU

kuiieyHuka (Mopo3oBckasi nerckasi ropoackast Kjin-

HUYeckasi 00JbHUILIA).

00cyxaeHue

IMockonmbKy BcachblBaHWE 3Kejie3a y OOJBIIMHCTBA
nroseit (0CoOOEHHO y JeTelt) orpaHUYeHO, ero MoCTyIUIe-
HHUE C MUIIeH enBa MOKPBIBAET TEKYIIYI0 MOTPEOHOCTh
opraHu3Ma, M B pe3yJibTaTe HEeNpaBUJIbLHOTO THUTAHUS
WU 3a00JIeBaHUIA TOBOJBHO JIETKO pa3BUBaeTCs nedu-
1T Xene3a. Hamuune y HeameKBaTHO TTUTAOIETOCSIpe-
OcHKa CMHIPOMa aHEMUUC TPYITHOTO BO3pacTa (YpOBeHB
remMorioonHa 93 r/i1), KOTOpblii HEAOCTATOUYHO U, CAaMOE
IJIaBHOE, KPAaTKOBPEMEHHO KYIHMPOBAJICS MpernapaTtaMu
XeJe3a, TOJDKHO TIPUBIICYh BHUMAaHUE YUaCTKOTO Teara-
Tpa, HECMOTpsI Ha IeBUAHTHOE TIOBEIEHNE MaTePH.

BhipackeHHast GJIEAHOCTh KOXHM M CIM3UCTHIX 000-
JIOYeK B COYETAHUU C HE3HAYMTETbHBIM TOBBIIIECHUEM
ypoBHs reMorioduHa ¢ 90 no 101 r/n Ha doHe aBYXMe-
CSIYHOTO Kypca Teparnuu Tpernapatamu xeje3a (Mab-
Todbep) MpeAroIaraeT MONUCK IPYTUX MPUIMH Kee30/e-
(pULMTHOI aHeMWH, MTOMMMO aluMeHTapHbIX. CremyeT
IMMTOMHUTb, YTO HapylIeHWe BCaChIBaHUS XeJie3a BCTpe-
YaeTcsl TPU TIOpaKeHWM TOHKOW KWINKUA Pa3TUuIHOTO
reHe3a. It meTcKoro Bo3pacta Hambosee 9acTo BCTpe-
YAIOMIMMUCS CIIeIyeT MTPU3HATD IMUIIEBYIO aJUIEPTHUIO, TIe-
JINAKUIO, TIMCTHO-TIapa3uTapHbIe 3a00JIeBaHMS, a TAKXKe
6ose3Hb KpoHa u cMHAPOM KOPOTKO# KKK [12—16].

OOpamaer Ha ce0sg BHMMaHME 3aKOHOMEPHOE pa3-
BUTHE MUIICBOY aJUIEPTUU U PECTIMPATOPHOTO aJlIepro-
3a y pebeHKa ¢ MO3IHUM M HETMPaBWIbLHBIM BBeIeHUEM
MpUKOpMa MpoayKTaMu ¢ obiero croia. CoBpeMeHHbIe
peKOMEHIAlMK TPeayCMaTPUBAIOT HAvyalo BBEICHUS
nmpuKopMa ¢ Bo3pacta 4,5—6 Mec. B murtanwu nereii

1eJIecooOpa3Ho  MCIOJIb30BaTh TPOMYKTHl TTPOMBIIII-
JICHHOTO BBIMTyCKa, KOTOPbIE M3TrOTaBIMBAIOTCS U3 BbI-
CBIOKOKAUYeCTBEHHOTO ChIPbsI, COOTBETCTBYIOT CTPOTUM
TUTUEHUYECKUM TPpeOOBaHUSIM K IMOKa3aTeIsIM Oe3omac-
HOCTH, UMEIOT TapaHTUPOBAHHBIN XUMUIECKUI COCTAB,
B TOM YHCJIe 1 BATAMUHHO-MUHEPAJbHBIN, HE3aBUCUMO
oT ce30oHa. Kpome 3Toro, mpoayKThl MpUKOpMa Tpo-
MBIIIUIEHHTO MPOU3BOJCTBA O0OOTralarTcss OMoaornde-
CKMAaKTUBHBIMU KOMITOHEHTAMU, TAKMMU KaK BUTAMU-
HbI, MUHEPAJIbHBIE BeIlleCTBa, MPO- U MPEeOUOTUKH U AP.
OmHWM U3 JTUAEPOB TPOU3BOACTBA TPUKOPMOB SIBIISIETCS
kommanusi OAO «[TPOI'PECC», Bbinmyckaroniasi mupo-
KWl aCCOPTUMEHT TIPOLYKTOB JUISI IeTeil paHHETO BO3-
pacta mox Mapkoi «®pyroHsHs». JleTckoe muTaHue
JAHHOTO OpeHIa BKJIIOYAET TUTIoAJIJIEpTeHHbIE TTPOIYK-
11 «[IEPBOI'O BbIBOPA» nis BBemeHuMst mpukopma
B KaXXIOW OTAETbHOUN KaTerOpuu: OJHOKOMITOHEHTHBIE
OBOIIIHBbIE, (DPYKTOBBIE ITIOpPe, OE3MOJIOYHBIE CYyXHe

Kaiu, oboraiieHHble 12 BUTaMMHAMM, a TaKXe XeJe-
30M, HOIOM M LIMHKOM, OJHOKOMITOHEHTHBIE MSICHbBIC
mope 1 coku. TakKe 1o ToproBoit Mapkoit «dpyToHs-
HsT» BBIMTYCKAIOTCSI MOHO- U TIOJIMKOMITOHEHTHBIE TTPO-
JyKThI TIPUKOPMA — JIJISI pacIliMpeHUs pallioHa TUTaHUsI
pebGeHKa paHHero Bo3pacTa.

Puc. 2. PeHTTeHOCKONHUSI JKeTyI0YHO-KHIIIEYHOT0 TPaKTa ¢ 0a-
pueM y peGeHka A. ¢ 6o;e3nb10 Kpona.

CTpuKTYpHpOBaHHbIE YYACTKH TOHIEH KHIIKM (CTpeJKH), He-
KOTOpbI€ U3 HUX HA JUTUTEJbHOM NMpoTskKeHun. Penbed camsu-
CTO# M3MeHeH 3a cyeT OKpPYIJIbIX TeHel Pa3IM4HOro AuaMeTpa
Ha (hoHe MPOI0JILHON CKIATIATOCTH.
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3aksovyeHue

Hecmotps Ha TO 4TO Kee3oaeUIMTHAS aHeMUsI y 1e-
Tel ABISIETCS JOCTATOYHO XOPOIIIO M3YIeHHOM IIPOo0IeMOoit
1 TIpY BHUMATEILHOM OlLIeHKe KIIMHUYECKNX 1 J1a00paTop-
HBIX JJAHHBIX HE TIPENCTaBJIsIeT TPYIHOCTEN ISl TUarHO-
CTHKHU, OHA TIO Cell JeHb OCTaeTCsl IIMPOKO pacrpocTpa-
HEHHOI TIaTojIoTHheil BO BceM Mmpe. JlaHHOE COCTOsTHUE
Bcerna TpedyeT HACTOPOXKEHHOTO OTHOIIEHUSI U CBOEBpE-
MEHHOTO JIeYeHMSsI, TaK KaK XKeJIe30 UMeeT NCKITIOUNTEThb-
HO BaXKHOE 3HAYEHME JIJIsI pacTyIlero opraHnu3Ma peOeHKa.
OpHako He cienyeT 3a0bIBaTh, UTO MpeKie YeM Ha3HauaTh
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MeTabosmyecKkass AKTUBHOCTh KHIIEYHOH MUKPO(IOpbI M XapakTep CeHCHOWIM3auun
NpPH Pa3IMYHbIX BUIAX BCKAPMJIMBAHMSA Y 3[I0POBBIX JieTeil

C.B. boeoanosa, T.b. Cenuyosa, C.H. Jlenucosa, JI. . Havenko, B.A. Pesaxuna, O.B. Tapacosa,
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The metabolic activity of the enteric microflora and the pattern of sensitization in different
types of feeding in healthy infants

S.V. Bogdanova, T.B. Sentsova, S.N. Denisova, L.1. llienko, V.A. Revyakina, O.V. Tarasova,
0.0. Chernyak

N.I. Pirogov Russian National Research Medical University, Moscow; City Polyclinic Two Hundred and Nineteen, Moscow;
Research Institute of Nutrition, Russian Academy of Medical Sciences, Moscow

Ienb paboTbl: U3yyeHre MeTA00IMYECKO AKTUBHOCTH KHUIIEYHOH MUKPO(JIOPBI M YACTOTHI CEHCMOMIU3ALMM K MOJIOUHBIM OeJIkamMm
NPH PA3JIHYHBIX BUAAX BCKAPMIMBaHUA y 310poBbIX Aeteil Mocksbl. Ilox Hadmonennem Haxomuanch 200 NpaKTHYECKH 310POBBIX
nerteii. B 3aBucuMocTH OT Xapakrepa BCKapmiMBaHusi ObL BbiaeseHbl 100 neTeii Ha HCKYCCTBEHHOM BCKAPMJIMBAHMH (OCHOBHAs
rpymna) 1 100 — Ha ecTeCcTBEHHOM BCKAPMJIMBAHHH (Ipynma cpaBHenusi). B 1-10 moarpymmy ocHoBHOIi rpymnbl BXoaui 51 peGeHok,
no.Jry4yasiuii popMyJibl HA OCHOBE HOBO3€JAHIACKOI0 KO3bero MOJIOKA ¢ MPpeOHOTHKAMH, BO 2-10 moarpynmny —49 nereid, moJiydyaBmmx
CMeCH Ha OCHOBE CbIBOPOTOYHBIX 0€JIKOB KOPOBbET0 MOJIOKA ¢ npeduoTukamu. McciienoBanne MeTao,Mueckoiil aKTHBHOCTHY KULIeY -
HOit MUKPO(.10pbI POBOUIOCH METOIOM Fa303KHIKOCTHOM XpoMaTorpaduu; KonueHTpauuio auieprencnenuduyeckux IgE- u IgG-
aHTUTEJ K 0eJIKaM KOPOBbEro U KO3bero MoJIOKa B KonpoguisrpaTax A0 U Ha ¢)oHe nmpueMa cMeceil ¢ npeOMOTHKAMH onpeessin
C MOMOMIBI0 HEKOHKYPEHTHOTO MMMYHO(EPMEHTHOTO AHAIN3A C MPUMEHEHHEM CIEIHAJIBHBIX TecT-cucteM ¢upmbl Allergopharma
(TFepmanus). Ucnosnb3oBanue cMeceii ¢ NpeSMOTHKAMH NPHBOANIO K YBETMYEHHIO KOHLEHTPALMH YKCYCHOM, MAC/ISHOI KUCJIOT, aH-
aspo0Horo nHaekca B 00eux noarpynnax. OaHako HauboJiee BHICOKHE MOKA3aTe/IM B KONPO(UILTPATaX HAOMIONAMUCD Yy aeTeil 1-it
NOJTPYNNbI M Y JeTeil, HAXOAMBIIMXCS HA TPYIHOM BCKAPMIIMBAHUM. AHAJIM3 MoKa3aTeseii ajepredcnemupuyeckux IgE- n IgG-
AHTUTEJI 10 MPUeMa CMeceil MOKa3all, YTO YPOBeHb JATEHTHOI CEHCHOMIN3AIMH K 0eJIKY KO3bero MOJIOKa ObL1 3HAYMTEJIbHO HUKeE,
YyeM K 0eJIKy KopoBbero MoJioka (+1 kiace u +2 Kiaace cooTBeTCTBeHHO). Y neteii 1-ii moarpynmsi orMedanach 0oJiee BbIpaKeHHAsS
JIMHAMMKA CHUZKEHHS YACTOTHI JIATEHTHOM CEeHCHOMIN3auuu K 3TUM BuaaM Oejka. Takum odpa3om, HanboJiee BbIpazkeHHas OJaro-
NPUATHAS TMHAMUKA M3YyYeHHbIX NMOKa3areJeil Hadmoaanach y aereii, NoJIyyaBIInxX rpyIHOe MOJIOKO HJIM CMECH HA OCHOBE HOBO3e-
JIAHIICKOTO KO3bero MOJIOKA C MpeOHOTHKAMH.

Karouesvie caosa: 300p06bl€ ()emu, JAemyuue JCUpHovle Kuciomeol, nuujeeas cechﬁuﬂumuuﬂ, humadue.

Objective: to investigate the metabolic activity of the enteric microflora and the rate of milk protein sensitization during different
types of feeding in healthy infants of Moscow. A total of 200 apparently healthy children were followed up. According to feeding pat-
terns, there were 100 formula-fed babies (a study group) and 100 breast-fed ones (a comparison group). Subgroup 1 of the study
group included 51 infants receiving formulas based on New Zealand goat’s milk with prebiotics; Subgroup 2 consisted of 49 infants
having formulas based on cow’s milk-serum proteins with prebiotics. The metabolic activity of the enteric microflora was investigated
by gas liquid chromatography; the concentrations of allergen-specific IgE and IgG antibodies against cow’s and goat’s milk proteins
in coprofilrates were determined by noncompetitive enzyme immunoassay using special test systems (Allergopharma, Germany) be-
fore and during the ingestion of the formulas with prebiotics. The use of the formulas containing prebiotics led to increases in acetic
acid and butyric acid concentrations and anaerobic index in both subgroups. However, their highest values in the coprofiltrates
were observed in Subgroup 1 and breast-fed infants. Analysis of allergen-specific IgE and IgC antibodies before formula indigestion
showed that the level of latent sensitization to goat’s milk protein was substantially lower than that to cow’s milk protein (+ Class
1 and + Class 2, respectively). Subgroup 1 showed a more pronounced tendency to decrease the rate of latent sensitization to these
types of protein. Thus, the most pronounced positive tendency in the examined indicators was observed in babies receiving breast milk
or formulas based on New Zealand goat’s milk with prebiotics.

Key words: healthy infants, volatile fatty acids, food sensitization, feeding.
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OI[HI/IM 13 OCHOBOIIOJAraomnX (PakKTopoB, BIMSIIO-
IIMX HAa BO3HUKHOBEHWE aJIepTUYECKUX 3aboiie-
BaHWI1, SBISETCS XapaKTep BCKapMJIMBAaHUS HOBOPO-
XIeHHOro pebOeHka. OOIIeu3BeCTHBI TperMYyIIecTBa
TPYOIHOTO BCKApMJIMBaHUS [IJiT pebeHKa, KOTOpbIe
BKJTIIOYAIOT TIOBBIIIEHHYIO YCTOMYMBOCTb K JEWCTBUIO
WHGEKIU, CHUXKEHHBIM PUCK pa3BUTUSI U30BITOUHOM
MaccChl TeJla, CaxapHoTo aruabeTa, GpOHXMATBHOM aCTMBI.
ITpu HEBO3MOXHOCTU TTUTAHUS TPYIHBIM MOJOKOM MC-
MOJIB3YIOTCS afanTUPOBaHHBIE (DOPMYJIBI HA OCHOBE OeJT-
KOB KOPOBBETO UJIM KO3bET0 MOJIOKA, 00eCTIeYNBAIOIINX
aZieKBAaTHBIM POCT M pa3BUTUE MJjaaeHleB. M3BecTHO,
YTO OEJIOK KOPOBLETO MOJIOKA SBJISIETCS OMHUM U3 TIep-
BBIX aJJIEPTeHOB, C KOTOPBIM CTAJIKUBAETCSI TPYAHOU pe-
6eHok [1,2]. JlokazaHo, 4TO GENKM KOPOBHEro MOJIOKA
VCTOMYUBBI K MPOTEONN3Y B KUIIEYHUKE, YeM U 00b-
SICHSIETCS WX BBICOKAsl aJlJIEPreHHOCTh. YCTOWYMBOCTH
B-makTOTIIOOYIMHA TSI MUIIeBAPUTETHHBIX (hepMEHTOB
coctaBisgeT 60 MUH, APYTUX OGEITKOBBIX (hpaKLIMi — OKO-
JIO 8 MUH; 11 CpaBHEHUSI pacllelJieHue PaCTUTEITbHBIX
0eJIKOB 3aHMMaeT okouto 15 ¢ [3].

B mocnenHee BpeMsi ObIIM TPOBEAEHBI MCCIIENO-
BaHUS, MOKa3bIBaloIUe THUIOAJUIepreHHbIe CBOMCTBA
KO3bEro MoJioka [4—6], KOTopoe OTIMYaeTCs] OT KOPOBb-
€ro MO COCTaBY CHIBOPOTOYHBIX OEIKOB, COAEPKAHUIO
Ka3eMHOBBIX (hpaKLIMit U, KaK pe3yabTaT, 0 UMMYHHBIM
cBoiictBaMm [7,8]. [TokazaHo, 4TO MOJIOKO K03 U3 HoBoii
3enaHaAUM TPUOIMXKEHO MO COCTaBY K KEHCKOMY MO-
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OPUINHAJIbHBIE CTATbU B NOMOLLIb TPAKTUYECKOMY BPAYY

JIOKY M3-3a MPUCYTCTBUS B HEM HE3HAYUTETHLHOTO KO-
JyecTBa o-Sl-KazewHa, a B-Ka3eWH TPENCTaBICH OC-
HOBHBIM Ka3eMHOBBIM OCJIKOM; BpeMsI TiepeBapUBaHUS
0eJIKOB Ka3eMHOBOI M CHIBOPOTOYHOM (DpaKIMii KO3be-
ro MoJioka cocTanjisieT 20 MUH B OTJIMYME OT OEJIKOB KO-
poBbero Mojioka. CyllecTByIOlIie HEMHOTOUKUCIEHHbBIE
MyoauKauu o0 ajaepreHHOCTH KO3bero MOJIoKa TMpo-
TUBOPEUYMBBI U KACAIOTCS B OCHOBHOM 1€ TbHOMOJOYHBIX
MPOAYKTOB Ha OCHOBE KO3bErO MOJIOKA — BBICOKOKA-
3€MHOBBIX KO3bUX ChIPOB [9]. Jlo HacTosIero BpeMeHu
CBEJIEHUIT 0 CEHCUOMITU3ALINY Y YaCTOTE aJlIepTUIECKUX
peakInii y 3M0POBBIX AeTeH MPU yIOTPeOICHNY afanT-
pPOBaHHBIX CMeCell Ha OCHOBE KO3beT0 MOJIOKA B IOCTYTI-
HOW JIuTepaType HeET.

MHorouucieHHbIe UCCIeIOBAaHMS YKa3bIBAalOT Ha TO,
YTO HapylleHWe KOJOHU3AIMOHHON pPEe3UCTEHTHOCTH
KUIIEYHWKA, CBA3aHHOE C M3MEHEHMEM COCTaBa TOCTO-
STHHOUM MUKPOMIIOPHI, CITOCOOCTBYET POCTY MATOTEHHBIX
U YCJIOBHO-ITATOTEHHBIX OAaKTepHil, HaApYIIEHUIO OCHOB-
HBIX (DYHKIIUI, 9TO MTPUBOIUT K (POPMHUPOBAHUIO KUIIIEU-
HOTO AMCOM03a 1 TTOSBICHUIO PUCKA Pa3BUTHS TTUILEBOMA
amnepruu [10—12]. Bo3Hukar1ye npy 3ToM HapyIeHUsI
BBI3BIBAIOT TIOBPEXACHUS TUINEBAPUTEIBHOTO Oapbepa
CITU3UCTOM OOOJIOYKM KeJTyTIOYHO-KHMIIIEYHOTO TpaKTa,
YTO COTTPOBOKIAETCS CHYKEHUEM TTPOAYKIIUU CEKPETOP-
Horo IgA M crocoOGCTBYeT MOBBIIIEHHOMY HaKOILIEHUIO
rUCTaMUHA, KUHUHOB, MPOTUBOBOCTIATUTEIBHBIX IIUTO-
KWHOB. DTU TIPOLECCHl MPUBOIAT K YBEJIUYECHUIO TMPO-
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HULIAEMOCTH CJIU3UCTON 000JOUKHU JIJIsl AJJIEPTeHOB U UX
VCUJICHHOMY BCACHIBAaHMIO, UTO SIBJISIETCSI OMHUM M3 3Ha-
YUMBIX ITYCKOBBIX MEXaHU3MOB CEHCUOMIN3ALINN.

WccnenoBanust mociaeaHux JIeT mokKasaaud, 4To 3¢-
(heKTUBHOCTb TTPOOMOTUKOB BBIPAXKaeTCsI B UMMYHOMO-
JIYJUPYIOIIEM JeHCTBUM Ha SMUTETUATbHbBIE U JEHIPUT-
HbIE KJIETKU CyO3MUTENaIbHOTO CJIOSI, T/I€ OHU BIUSIIOT
Ha peLenTOopbl, TPOAYLUUPYIOIINE ITUTOKUHBI, YBETUIN-
Basi X KOJIMYECTBO U aKTUBUPYS PETYISITOpHBIE T-KIteT-
ku [13,14]. YcranosneHo, urto Bifidobacterium lactis
u Lactobacillus johnsonii MOTYT UHAYLUMPOBATh OPaJbHYIO
TOJIEPAHTHOCTh, KOTOpasl 3aBUCUT OT IepeBapuBaHUs
B KeJYIOYHO-KUIIIEYHOM TpaKTe U 0OpabOTKM aHTHUTE-
Ha [15]. CymiecTByOT naHHbIe 00 y4aCTUM TTPOOMOTHUKOB
B pa3pyllleHUHd aHTUTeHa B KMIIIEYHHMKE, CITOCOOHOCTU
YMEHBIIaTh WHTECTUHAIBHYIO MPOHMIAEMOCTh (TIpeIy-
Mpexaast TPOHUKHOBEHUE aJlIePreHOB), CTUMYJIUPOBATh
cunaTe3 IgA [16—19]. OgHaKoO HEOCTIOPMMBIM OCTAeTCSI
TOT (haKT, YTO TOJIBKO TPYAHOE BCKapMJIMBaHUE CITO-
COOCTBYeT KOJIOHM3AllMM KWUIIEYHWKA HOBOPOXKIECHHBIX
U TPYIHBIX AeTeil OubUI0I0OMUHAHTHON MUKPODIOPOIi.
DT0T 3hheKT B TOM Umciae o0ecrneunBaeTcsl oJiIurocaxa-
pUIaMy TPYIHOTO MOJIOKA — TMPeOMOTMKAMU, KOTOpPhIE
He pacUICTUISIIOTCSI B BEPXHMX OTHENaX XKeJyToUHO-KH-
IIEYHOTO TPaKTa U CTUMYJIUPYIOT pOCT OudumobakTepuii
B ToJicToM Kuike [20].

Lenbio paboThl sIBUJACh OIlEHKA BIWUSHUS BHIA
BCKapMJMBaHUS Ha (GopMHUpoBaHUE MUKPOOMOIIEHO-
3a KMIIeYHUKAW TTUIIEBOM CEHCMOMIN3AUN K GeJTKaM
KOpPOBBETO M KO3bEro MOJIOKay JeTeii MepBOro roja
KU3HU MOCKBBI.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHUSA

Ilon naGmoneHuem Haxomuauch 200 mMpakTUYECKU
3I0POBBIX neTeit o6oux mosioB (129 manbumkoB u 71 ge-
BOYKa) B Bo3pacte OoT 2 mec no | roma. HabGmoneHue
3a JeThbMU TIPOBOIUJIOCH B TOPOIACKON TOJUKIMHHUKE
Ne219 Mocksel. B 3aBucnMocTtn OT xapakTepa BCKapM-
nuBaHus ObUTM BbieseHbl 100 neTeil Ha NCKYCCTBEHHOM
BcKapmiimBaHUM (ocHOBHasi rpynma) u 100 muiiageHIeB
Ha €CTeCTBEHHOM BCKapMJIMBAaHUU (TpYyTIia CpaBHEHUS ).
JleT Ha MCKYCCTBEHHOM BCKapMJIMBaHUM B 3aBUCHMO-
CTH OT BHJIa TTOJTydaeMOI cMecH ObIJTU pa3ie/icHbl Ha IBe
MOATPYNIIEL. B 1-10 MoATpymnmy BXOAWIW OETH, TIOJyJYaB-
mue dopmynst HOHHU Ha ocHoBe HOBO3eIaHICKOTO
KO3bero MoJioka ¢ npednotukamu (51 pedbeHoK), Bo 2-10
TTOATPYIITY OBUTM BKJTIOYEHBI JETH, TMOJIyYaBIINE CMECU
Ha OCHOBE CBIBOPOTOYHBIX OEJIKOB KOPOBLETO MOJIOKA
¢ npedouotukamu (49 nereit). OTIAroNIEHHbIN MO aep-
TMU aHaMHe3 y JeTeil, HaXOAMBIIMXCS KaK Ha WCKYC-
CTBEHHOM, TaK W Ha €CTeCTBEHHOM BCKapMJIMBaHUU,
BCTpeyascs C OAMHAKOBO BBICOKOW vacTtoToit B 73,7
u 74%' cnydaeB cCOOTBETCTBeHHO. YacToTa ayureprude-
CcKMX 3a00JIeBaHUi y MaTepeil TakKe ObLla OJMHAKOBOM

' 3nech u ganee % BBIMKMCIIEH YCIOBHO, TaK KaK KOJIMYECTBO JETeii
menbiue 100.

B 00eux rpymmax muanaeHues (41,2 n 41% cooTBeTCTBEH-
HO), ajiepruyeckue 3a00JeBaHUs y OTIIOB UMEIU MECTO
y 26,3% neteit oCHOBHOI TpyNIIBl Uy 15% B rpymiie cpaB-
HeHwus1, bosnenn oba pomutenst y 9,4% nereit OCHOBHOM
rpynmsl ¥ 19% MianeHIIeB B IpyIirie CpaBHEHUS.

B 1-i1 noarpynmne naronoruyeckoe TeueHue 0epeMeH-
HocTtu ObuTO Y 11 (61,1%) keHIIMH, BO 2-1i—y 16 (55,2%),
B TpyIlNe cpaBHEeHUs (€CTECTBEHHOE BCKapMJIMBaHUE) —
y 21 (47,7%) xenmuHusl. [laTomornueckoe Te4eHUE PO-
noB umMesio Mecto y 3 (16,6%) matepeii 1-ii TOATPYIIITBI
neteit, y 4 (13,7%) — u3 2-ii moarpynmst uy 5 (11,3%) —
B TpYIINE CPaBHEHMUSI.

BuoxumMunueckoe nccienoBaHne MeTabOJINIECKOM ak-
TUBHOCTH KMUIIIEYHOW MUKPODIIOPHI TTO JAHHBIM JIETYUIHUX
SKMPHBIX KUCJIOT TPOBOAMIOCH METOMOM Ta30XKHUIKOCT-
Holi xpomarorpaduu. Ilokasarenu amnepreHcrienudu-
yeckux IgE- u IgG-antuten B konpodunasrparax y aereit
OTpPENENsiIA C TOMOIIbIO HEKOHKYPEHTHOTO MMMYHO-
(epMEeHTHOIO aHaju3a ¢ MPUMEHEHUEM CIelMaTbHbIX
tecT-cucteM ¢pupmbl Allergopharma (Iepmanust).

O0paboTKy pe3ybTaTOB MPOBOIMIM C MCIOJIb30Ba-
HUEeM TakeTa MPUKIaIHBIX TporpamMm Statistica ¢pupmbl
StatSoft Inc. (CILA) mist mepcoHaJbHOTO KOMITbIOTE-
pa. [lnsa aHanM3a MOJy4eHHbBIX pe3yabTaToOB OIpeaeIsiin
cpeaHue 3HaueHUs mpusHaka (M), ctaHgapTHbIE OITMOKU
cpeaHero (m). JIoCTOBEpHOCTh pa3jiMyuii OlleHMBaJach
¢ nomol1bio Kputepust CTelofieHTa () 1U1s1 HE3aBUCUMBIX
W CBSI3aHHBIX BBIOOPOK TIPU 3HAYEHMSX BEPOSITHOCTH
p<0,05. [1ns cpaBHeHUS moKa3aTesieid y 00JbHBIX /10 U T10-
cJie IeYEHUST TAaKXKe TTPOBOAMIOCH BIYUCICHNE KPUTEPUST
Iexana—BuikokcoHa, HemapaMeTpMUYeCcKOTro aHaiora
napHoro Kputepust CTelofieHTa (f-KpUTepUit 1151 3aBUCH -
MBIX BBIOOPOK), OCHOBAaHHOTO Ha paHrax. Paznuuus me-
Ky TMoKaszaTesIsiMU paclieHUBAIMCh KaK CTaTUCTUUECKU
3HayuMble mipu p<0,05 UM CTAaTMCTMYECKN BBHICOKO3HA-
yumblie — mipu p<0,01.

Pe3ynbTathl u 06cyxaeHue

Ilpu ananu3ze mokasartesiei JeTyYnX XXUPHBIX KUCIIOT
y 200 nereit Ha pa3HbIX BUIaX BCKapMJIWBAHUSI ObUTH T10-
JIydeHbl pa3inuusi B HAOJIOIaeMbIX MoAarpymnmax. ¥ me-
Tel ABYX TOATPYIN (MCKYCCTBEHHOE BCKapMJIMBaHUE)
0 TIppeMa cMeceil ¢ TIpeOMOTMKAMU KOHIIEHTpALIUsI
YKCYCHOW KMCJIOTHI Oblla CHUXeHa: B 1-il moarpyrimne
B 1,1 pa3a, Bo 2-i1 moarpymnre B 1,2 pa3za, 4To yKa3bIBajo
Ha yTHeTeHNe U CHIDKeHNE MeTa00JIMYeCKO aKTUBHOCTU
aHaspoOHOI MUKpOdIIOpHI KUIlIeuHMKa. B rpymre cpas-
HeHUs (ECTECTBEHHOE BCKapMJIMBaHUE) TOKa3aTeslb YK-
CYCHOI KHCJIOTHI UMeJI HopMasibHOe 3HaueHue. Ha ¢oHe
npueMa cMeceil ¢ mpedrnoTrKamMu B 1-i1 moAarpyrre orMe-
YaJjioCh IOCTOBEPHOE TTOBBIIIIEHNE YPOBHS YKCYCHOM KUC-
notel (p<0,05), Bo 2-i1 moxarpyrie Hab/IoAaI1aCh TEHACH-
11 K YBEJIMUEHUIO JAaHHOTO TToKa3aTeJis.

KoHueHTpaliysi TpornuoHOBOM KMCJIOTHI 10 TpUeMa
cMmecell ¢ MpeOMoTUKaMu y faeTeid 1-i moarpynbl Obuia
HUXe HOpMBI B 1,1 pasa, 4To yKa3bIBajJio Ha yTHETEHUE
OCHOBHBIX TIPOJYIIEHTOB U3-3a JAedULIMTa B paluo-
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He MUTaHUs TUILEBbIX BOJOKOH, MpeobjiagaHusi B HEM
JIETKO COpaXkMBaeMbIX MPOCTBIX YIJIEBOIOB M 3HEPro-
neduiMTa KojJoHouToB. Bo 2-if moarpyrnmne aeteit co-
JepxKaHue TPOMMOHOBONM KMCJIOTHI B Kajie ObLJIO BBIIIE
HopMmbI B 1,3 pasa, B rpyrire CpaBHEHUSI — COOTBETCTBO-
BaJIo HOpMaJIbHBIM 3HaueHUsIM. Ha poHe nmpuema cmeceit
Ha OCHOBE HOBO3€JIaHICKOTO KO3bEro MOJIOKa C pedro-
TUKaMu B |-l MoArpyrre oTMevajoch He3HAUYUTETbHOe
yBeJIMYEHME TIOKa3aTessl MPOMMOHOBO KHCIOTHI, a BO
2-1i monrpyrrie (CMecH Ha OCHOBE ChIBOPOTOYHBIX OEJTKOB
KOPOBbETO MOJIOKA) OTMEYAJIOCh JJOCTOBEPHOE MOBbILIE-
Hue ee nokaszareneii (p<0,05).

IMokazaTenu macisiHOW KMCIIOTBhI O TIpMeMa UcClie-
JlyeMbIX CMeCeii TTpeBbIIaiu HopMy B 1-ii moarpymre B 1,5
paza, Bo 2-ii moarpymnre B 1,2 pasa, B TpyIirne cpaBHeHUs
COOTBETCTBOBAJIM BO3pAaCTHBIM HOpMaM. MI3MeHeHre KOH-
LIEHTPAlIUM MacCJSTHOM KUCJIOTHI B Kajie JeTeil ABYX IMOM-
TPYyMI CBUAETEILCTBOBAIO O CHUXKEHUM BCAChIBATEIbHOM
(bYHKIIMY CIIU3MCTOM 000JOUKHU TOJICTOM KUILKY U MPeo0-
JIafaHus TIPOIIECCOB OPOXKEHUSI MPU KOJIOHU3AIUY YCIIOB-
HO-TIaTOreHHOU ¢hopoit. Ha ¢oHe monyueHust cmeceit
C MpedMOTUKAMU B 00EUX MOATPYIax 3HAYUTETbHbBIX 13-
MEHEHMUI 3TUX TToKa3aTesieil He HaOI01aI0Ch.

O06muit ypoBeHb METaOONIUTOB B Kajie ObUI TaKxke
HUXe (U3MOJIOTMYECKON HOPMBI B O0EMX TOATrpyMIax
JeTeil 10 TpueMa cMeceil ¢ NpeduoTHKaMu, B TPYIINe
CpaBHEHUsI — TPUONMXKAICS K HOPMaJIbHBIM 3HAYEHU-
M. Y jieteil odeux moAarpyni Ha (oHe mpueMa cmeceit
¢ TIpeOMOTHKAMM OTMEUaIOCh TOCTOBEPHOE TTOBBIILICHNE

OPUINHAJIbHBIE CTATbU B NOMOLLIb TPAKTUYECKOMY BPAYY

00I1IETO YPOBHS JIETYUMX KUPHBIX KUcoT (p<0,03, p<0,05
COOTBETCTBEHHO), UTO CBUAETEIHCTBOBAJIO O HOPMAaJH-
3aK (PYHKIIMOHATBHON aKTMBHOCTU HOPMATbHON KU-
MIeYHON MUKPOQIIOPHL.

ITpu cpaBHEHUU comepKaHMS JIETYUNX KUPHBIX KHC-
JIOT 10 U Ha (OHe TIprueMa cMeceil Ha OCHOBE HOBO3e-
JIAHJCKOTO KO3bEro MoJjoKa ¢ mpedrnorukamu (1-s1 mom-
rpyIIa) mokasaTejanu YKCYCHOM KUCIOTHI MPUOIKATNCh
K HOpMasibHBIM 3HaueHusiM (p<0,05), KoHIeHTpauus
MacCJISTHOM KUCJIOTBI, OOIINI ypOBeHb METabOIUTOB aH-
adpOoOHOTr0 MHIEKCa ObLIM TaKXKe BBIIIE MO CpaBHEHUIO
C TaKOBBIMM Y JIeTei, MOJy4aBIIMMU CMECh Ha OCHOBE
6eTKa KOpOBBEro MOJIOKA ¢ Mpebuotukamu. ITomydeH-
HbIe pe3yabTaThl B 1-ii MOATPYIIE AeTei, MOTyYaBIINX
cvmecn HOHHM Ha ocHOBe HOBO3€JIaHACKOTO KO3bEro
MOJIOKa, CBUIETEJbCTBOBAIM O 0OJiee BHICOKOM aKTHUB-
HoCTH OM(dUIO- M JAaKTOOAKTEepUil, XOpOIIel YTHUIM-
3allMU YKCYCHOW M MAaCJISTHOW KUCIOT KOJOHOILIMTaAMU
U APYTUMU BUIAMH MUKPOGIIOPHI, 00eCreYnBaBIINX
MOTPEOHOCTD KJIETKU B 9HEPTUU, UBMEHEHUH POJIOBOTO
coctaBa MUKPOGDIOPBI, aHa3POOHO-a3POOHBIX TTOITYJIsI-
LU MUKPOOPTAHU3MOB, TTPUBOIUBIIMX K HOpMau3a-
LIUY OKMCIUTEIHHO-BOCCTAHOBUTEILHOTO TOTEHIIMATIA
cpebl, UTO 00ecTeYrBaao YCJIOBMS TSI aKTUBH3AIUU
00JIMTaTHON MMKPOMIOPHI, U BOCCTAHOBJICHUIO MMU-
KpobOHOTO TIpoTeonn3a. KpoMe Toro, Kak mpeacTaBlieHO
B Tabu. 1, mokaszarenu nereit 1-il moAarpymnmsl mpudIn-
JKaJMCh K TAKOBBIM Y MJIaZICHIIEB U3 TPYITIbI CpaBHEHUSI
(ecTecTBEeHHOE BCKapMJIMBaHUeE).

Tabauya 1. Tloka3aTenn JeTy4ux KUPHbIX KUCJIOT B Konpoduasrparax y aereii (M+m)

I/ICKYCCTBCHHOC BCKapMJIMBaHUE

1-s1 monrpynma (cMecu

2-s moarpyIna (CMecu Ha OCHOBE Tpynmna cpaBHEeHUS

HopMmartuBHbie Ha OCHOBE KO3bEro MOJIOKA), _
Jletyuue XupHble _ KOPOBbEro MoJjioka), n=49 (ecTecTBEeHHOE
Tokazareyin n=51
KHUCJIOTBI 6. 7] BCKapMJIMBaHUE),
? Ha (hoHe n=100
Ha (hoHe
UCXOIHO npuema UCXOIHO
npuemMa CMECH
CcMecu
YkcycHasi, Mr/r 3,02 2,76+0,43 3,65+0,3* 2,61+0,41 2,89+0,42" 3,23+0,37
ITponmuoHoBasi, Mr/r 0,56 0,49+0,1 0,56+0,1 0,74+0,1%* 0,64+0,1 0,54+0,1
MacnsHas, mr/r 0,22 0,32+0,05 0,37+0,06 0,27+0,03 0,25+0,04 0,21+0,04
WM3okucnoTsl, Mr/T 0,62 0,26+0,03 0,19+0,02 0,23+0,03 0,19+0,03 0,28+0,03
YKcycHasl, OTH. efl. 0,61 0,89+0,02 0,79+0,02 0,86+0,04 0,76+0,03 0,69+0,02
SOOI, 0,178 0,13£0,01  0,11£0,01 0,15+0,02 0,17+0,02 0,14+0,02
OTH. e]l.
MacnsiHast, OTH. efn. 0,165 0,09+0,01 0,1+0,01 0,15+0,01 0,07+0,01 0,12+0,01
W30 Cn, oTH. e. 0,044 0,05+0,01 0,07+0,01 0,08+0,01 0,06+0,01 0,06+0,01
N30 Cn/Cn, oTH. ex 0,28 1,1+0,35 1,3+0,36 0,78+0,16 0,92+0,14 0,61+0,21
Obuiee conepxanne o o -
$(C2+...C6), Mr/r 41 3,63+0,46 4,83+0,4 3,74+0,4 4,03+0,49 4,21+0,46
Ao i 0,29 ~0,440,02  —0,3£0,03  -049+0,07  —0,39+0,08 0,29+0,03

JIEKC, MT/T

Tlpumeuanue. * — paznuuus 10 U Ha (oHe aueToTepanuu 1ocToBepHbl (p<0,03); ** — paznuuus MexXay MOArpynnaMu AeTeil TOCTOBEPHbI

(p<0,05). Cn — seTyumne XUpHbIC KUCIOTHI.
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YV HabmomaBImIMXcs ASTel ObLIO TTPOBEICHO OIpele-
JIeHWe KOHIeHTpauuu ajiepreHcneuudpudeckux IgE-
u IgG-anTtuten K 6eaKaM KOPOBbETO MOJIOKA U KO3bEMY
MOJIOKY B KOTTpoUIbTpaTax Ha (hOHE TPYTHOTO BCKapM-
JuBaHus (TpPyNTia cpaBHEHUS), a Takke M0 M Ha (poHe
npueMa cMeceil ¢ TpeduoTMkaMu (OCHOBHAsI TPYMIa).
CpaBHUTENbHBINM aHAIN3 TToKazai, uyto y 200 HaOmonae-
MBIX JeTell YacToTa OOHAPYXKEHUST aJulepreHCcrennuye-
ckux IgE-anTuTen K 6e1KaM KOPOBbETO U KO3bETO MOJIO-
Ka coctanisina 45,5% (91 peberok) u 27% (54 pebenka)
COOTBEeTCTBEHHO. YacToTa BCTpeuaeMOCTH ajulepreHcIe-
mupuueckux IgG-aHTuTen K 6eJIKaM KOPOBBETO U KO3b-
€ro MOJIOKa y 3THX JeTeit Obiia Hmke — 21,5% (43 pe-
oenka) 1 12% (24 pebeHka) cooTBeTCTBeHHO. ObOpariana
Ha ce0s1 BHUMaHKe OIMHAKOBAsT YacTOTa JJAaTeHTHOM CeH-
CUOWIM3AlKA Yy JeTeld, HaXONSIIMXCS KaK Ha WCKYC-
CTBEHHOM, TaK 1 Ha €CTECTBEHHOM BCKapMJIMBAaHWUU, YTO,
BEPOSITHO, CBSI3aHO C TTOBBIIIIEHHBIM YIIOTPEOJIeHUEM MO~
JIOYHBIX TTPOAYKTOB KOPMSIIIUMHM MAaTEPUSIMU B TIEPUO
GepeMEeHHOCTH W KOPMJIEHUST Tpyabio. Kpome Toro, y Ha-
OJIIOJABIINXCS JeTell Ha MCKYCCTBEHHOM WM €CTeCTBEH-
HOM BCKapMJIMBAaHWM YacTOTa JJATEHTHOM CeHCHOMTM3a-
UM K OeIKy KO3bero MoJjioka Obljia Hke B 1,7—1,8 pasza
IO CPAaBHEHUIO C YaCTOTOM CEHCUOWIM3AlMKU K OGeTKaM
KOpOBbEro MoJjioka (Tao. 2).

V neteit Ha MCKYCCTBEHHOM BCKapMJIMBAaHUU TIPO-
BOAWJICS CPaBHUTEbHBINA aHAIW3 BIWUSHUS amarnTUpPO-
BaHHBIX cMeceit HOHHW Ha ocHoBe HOBO3eIaHICKOTO
Ko3bero Mojioka (1-s1 moarpynmna) u ¢hbopMyJl Ha OCHOBE

CBIBOPOTOUHBIX OETKOB KOPOBBETO MOJIOKA (2-5T TIOM-
rpyIina) Ha IMHaMUKY roKa3aTteseil TJaTeHTHOI CeHCUOM-
JIN3alMKU K MOJIOUYHBIM OenkaM. B 1-it moarpymre nereit
MpU CpaBHEHUM 4YaCTOTHI OOHApYXKeHUs ajulepreHcIie-
muduueckux IgE-anturen no n Ha hoHe MpueMa cmecei
yacToTa BcTpeyaeMocT IgE-anTuTen Kk 6e1KkaM KOpOBb-
ero MoJyioka cHuswiach ¢ 35,2 no 13,7%, K Ka3euHy —
¢ 19,6 no 11,8%, x B-naxkrornobynuny — ¢ 21,5 10 11,8%,
K a-JakToriaooyiuHy — ¢ 17,6 no 9,8%, K Ko3beMy MO-
Joky — ¢ 19,6 1o 9,8%. Ha ¢doHe nmpuema aTnx cMmeceit
y JeTeli ipeobiragana HU3Kast CTeTrieHb JJATEHTHOM CEeHCH-
owmmsamu (+1) —y 71,4%, a yMepeHHas cTernieHb (+2)
obu1a y 28,6% uenosex.

Bo 2-#1 moarpynrie no v Ha (oHe Tmpuema cMmeceit
Ha OCHOBE CBIBOPOTOYHBIX OEIKOB KOPOBHETO MOJIOKA
yacTtoTa obHapyxeHus: IgE-antuten K GeikaM KOpOBb-
ero moyioka cHuswiach ¢ 59,1 no 20,4%, K KazeuHy —
¢ 28,5 10 16,3%, x B-nakrornobynuny — ¢ 26,5 1o 14,2%,
a-JaKTorIo0yamHy — ¢ 26,5 no 20,4%, K KO3beMy MO-
JOKy — ¢ 28,5 10 12,2%. Ilpu aToMm y neTeit oTMedanach
JIOCTATOYHO BBICOKAsl YaCcTOTa YMEPEHHOM CTerNeHu! Jia-
TEHTHOU ceHcuomam3anuu (+2) —y 60%, a Hu3Kas cre-
neHb ceHcuomam3anuu (+1) Hadmonanack y 40% neteii
(cm. Tabu. 2; Tadin. 3).

B o6eux moarpynmax aeteit 10 ¥ Ha (oHe npuema
cMecell He OBIJIO OOHApYXKeHO 3HAYMMOTO CHIDKECHUS
4acTOThl OOHapyxXeHMs1 ajiepreHcrnenpudeckux IgG-
aHTUTE] K OeJlkaM KOPOBBETO MOJIOKa, €Tro (ppakiusiM
M K KO3beMy MOJIOKY. [Tpu aToM B 1-if ToArpymre aeteit,

Tabauya 2. Yacrora Berpeyaemoctd amieprencnemugmyecknx IgE- n IgG-anTuren K 6eJikaM KOPOBbEro MOJIOKa M KO3beMy MOJIO-
KY B KOnpoujisTpaTax y JeTeii 10 npuemMa aJanTupoBAHHBIX cMecei

I/ICKyCCTBCHHOC BCKapMJIMBaHUE

Tpymna cpaBHEHUST

1-s1 mozrpyrma (CMecu Ha OCHOBE  2-$1 MOATPYIINa (CMECH Ha OCHOBE (ectecTBeHHOE
KO3BETO MOJIOKA) KOPOBBETO MOJIOKA) BCKAPMJIMBAHUE)
abe. % aoc. % abe. %
AnnepreHcrnenupuyeckme
IgE-aHTuTena k:
BKM 18 35,2 29 59,1 44 44
Ka3euHy 10 19,6 14 28.5 35 35
a-JIT 9 17,6 13 26,5 28 28
B-JIT 11 21,5 15 30,6 31 31
KM 10 19,6 14 28,5 30 30
AnnepreHcrnieniupuyeckue
IgG-anTuTena k:
BKM 11 21,5 13 26,5 19 19
Ka3enHy 10 19,6 13 26,5 16 16
a-JIT 9 17,6 15 30,6 14 14
p-JIr 11 21,5 14 28,5 17 17
KM 5 9,8 8 16,8 11 11

Ilpumeuanue. 3necy 1 B 1a0J. 3 1 4: BKM — 6enku koposbero Mosoka; JII' — nakrornooynud; KM — Ko3be MOJIOKO.
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noayyaBmmx cmecu HOHHW, mpeobnamana Huzkas
CTeTIeHb CEHCUOMIN3AINN K 6eTKaM KOPOBBETO MOJIOKa
(+1) —y ?/, MmnaneHueB, a Bo 2-ii MoATpyIIIEe Npeobdnanana
yMepeHHas CTeITleHb CCHCUOMTN3aINK K OeJTKaM KOPOBb-
ero mMonoka (+2) — taxxe y °/,. Kpome toro, y nereit 1-it
MOArpynIibl Ha (hoHE TIipreMa cMmeceid Tipeobiagana HU3-
Kasl CTeTieHb JJaTeHTHON ceHcuOunu3zanuu (+1) K 0enky
KO3BETO MOJIOKA, a Y IeTeil 2-1f TTOATPYTIITBI COXPaHSIIach
yMepeHHas CTeneHb CeHCuoWIn3auuu (+2) K 3ToMy BUAY
6enka o gaHHbIM IgG-anTuren (cMm. Tabdm. 2, 3).

Takum ob6pazoM, y nmereit 1-i1 moarpymnmnsl Ha (oHe
rnpreMa CMeceii Ha OCHOBE HOBO3EJaHJCKOTO KO3be-
TO MOJIOKa OTMedasach 0ojiee BBIpakeHHas TUHAMUKa
CHIDKCHUST YacTOTHl BCTPEYaEMOCTH aJlJIepTeHCITCIIN-
(uueckux IgE-anTuTEN K GEIKaM KOPOBBETO U KO3bETO
Mostoka. [Ipu aTomM mMerno MecTo mpeodIaTaHne HU3KOM
creneHu ceHcubunmzauuu (+1) K ykKazaHHbIM BUIaM
6enka. HecmoTpst Ha HanMuue ajuiepreHcnennuIecKux
IgE-anTuTen kK Genky Ko3bero Monoka y 19,6% nereit,
TTOJTyJaBIINX CMECH Ha OCHOBE KO3bero Mojioka (1-st
MOATPYITA), ajulepruuecKre TPOSIBICHWSI B BUIE BbI-
CHITIAaHWI Ha KOXe OTMEeYalliCh TOJIbKO Yy omHOro (5,5%)
pebenka. [lomyyeHHBIE AaHHBIE YKa3bIBalOT Ha TIPO-
¢unaktrueckue cpoiictea cmeceit HOHHW na ocHoBe
KO3hETO MOJIOKA TIPU HATMYUH JIATCHTHOU CEHCUOMITN3a-
1M1 K OeJIKaM KOPOBBbETO MOJIOKA Y JIETEH.

V neteit 2-ii MOArpyMIIbI, MOJYYaBIIMX CMECh HA OCHO-
BE CBIBOPOTOYHBIX OEJTKOB KOPOBBETO MOJIOKA, JMHAMUKA
CHIKEHUSI YaCTOTBI BBISIBIICHUS aJlJIepreHCelIMIecKuX

OPUINHAJIbHBIE CTATbU B NOMOLLIb TPAKTUYECKOMY BPAYY

IgE-antuTten k GeskaM KOPOBBETO MOJIOKa ObLia MeHee
BBIpaXKeHA M COXPAHSUIaCh JOCTATOYHO BBICOKAsl 4yacToTa
YMEPEHHOI CTeNeH! CeHCUOMIM3aluu K 3TUM OeaKam.
Ipu atom y 4 (13,7%) mnanenues u3 29 nereit 2-it mox-
rpynmbl, uMmeBIux IgE-anTrTena K 6e1KaM KOpOBLETO MO-
JIOKA, OTMEUAJTNCh aJUTePTMYeCKUe TIPOSIBIICHUST Ha KOXKe
B BUJIE BBICHITIAHUI JIETKOM CTETIEH! BHIPAXKEHHOCTH.

Ilpu ananusze mnokasareneil amiepreHcneuubuye-
ckux IgE- u IgG-antuten Ha oHe anurtenbHOro (6osee
6 Mec) IpueMa cMecelt B 1-ii moarpyrie neteit ObII0 BhI-
SIBJIEHO TOCTOBEPHOE CHUXXEHWE KOHILIEHTpalUuu ajuiep-
reHcnenududeckux IgE-aHTUTEN K MOJTOYHBIM OejiKaM
JI0 HOPMATUBHBIX 3HAUYEHWH, UTO YKa3bIBaJIO Ha TIPOdU-
JIaKTUYeCKH i 2(PHeKT TaHHBIX CMecelt TTPU HATMIUY CeH-
CHOMIM3AIMA K KOPOBbEMY M KO3beMY MOJIOKY y JeTei
paHHero Bo3pacTta (Tabi. 4). Kpome Toro, y nereit atoi
MOATPYMITBI OBUIO YCTAHOBJEHO CHIUKEHME KOHIIEHTpa-
muu auiepreHcneunduyeckux IgG-anturen k Oeakam
KOPOBBETO ¥ KO3BETO MOJIOKA 10 HOPMAJTbHBIX 3HAYCHUA.

VY neteii 2-if TOATPYIIITBI, UMEBIINX JATEHTHYIO CEH-
CUOMIM3ALINIO K MOJIOYHBIM OeKaM, Ha (pOHE IJTUTEThb-
Horo (Gojiee 6 Mec) mMpuemMa cMeceil Ha OCHOBE CHIBO-
POTOYHBIX OEJIKOB KOPOBBETO MOJIOKA C IMPEOMOTUKAMMU
HOpPMaJM30BaIMCh ToKa3aTeau ajuiepreHcnenuduye-
ckux IgE-aHTuTen K MosoyHbIM OenkaM. Torna Kak aHa-
JIU3  KOHUEHTpaiuu amaepreHcrnenuuueckux IgG-
AHTUTEN K OeJIKaM KOPOBbETO U KO3beTO MOJIOKA MoKa3al
HaJlMuye TeHACHIMU K CHIDKEHWIO 3TOTO BHIA aHTUTEI
B npenenax +1 knacca (cM. Tao. 4).

Tab6auya 3. Yacrora BcTpeyaemocTu aieprencnenupuyeckux IgE- n IgG-anTuren K 0eJKaM KOPOBbETO M KO3bEr0 MOJIOKA B KO-
npoduisTpaTax y Aeteii Ha ¢oHe NPUeMa aIANTUPOBAHHBIX CMecei

HCKYCCTBCHHOC BCKapMJIMBaHUE

2-5 TOATpYIIIa
1-s1 moarpyrma (cMecr Ha OCHOBE KO3bero MOJIOKA)
(cMecu Ha OCHOBE KOPOBBLETO MOJIOKA)
abc. % abc. %

AunnepreHcnenuduyeckue

IgE-anTuTena x:

BKM 7 13,7 10 20,4
Ka3enHy 6 11,8 8 16,3
o-JII 5 9,8 10 20,4
B-JIT 6 11,8 7 14,2
KM 5 9,8 6 12,2
AnnepreHcrnenupuyeckue

IgG-anTuTeNa K:

BKM 12 23,5 15 30,6
KazenHy 9 17,6 10 20,4
o-JII 11 21,5 14 28,5
B-JIT 10 19,6 14 28,5
KM 9 17,6 15 30,6
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Tabauya 4. Junamuka nokasareieii aaieprencnennpuiecknx IgE- u IgG-anturen y aereii Ha doHe IIMTEIBHOTO MpHEMa

cmeceit (M+m)

AnnepreHcrnenuduyeckue

1-a monrpymnma

l/lCKyCCTBCHHOC BCKapMJIMBaAHUE

2-5 oArpyImna

aHTUTEIa (cMecu Ha OCHOBE KO3bEr0 MOJIOKA) (cMecH Ha OCHOBE KOPOBBETO MOJIOKA)
bi(o) Ha hoHe hi(0) Ha oHe

IgE, ME/™mi:
K BKM 0,745+0,17 (n=18) 0,217+0,07* 0,754+0,18 (n=29) 0,210+0,06*
Kk KM 0,468+0,08 (n=10) 0,153+0,03* 0,457+0,06 (n=14) 0,155+0,01*
1gG, MKT/MII:
K BKM 1,57+0,19 (n=12) 1,09+0,17 1,77+0,19 (n=13) 1,57+0,18
Kk KM 1,23+0,15 (n=9) 0,91+0,11* 1,63£0,15 (n=8) 1,06+0,10

Tpumeuanue. * Paznuaus 1o 1 Ha HOHE TUETOTEpanyy 10cToBepHBI (p<0,05).

Takum 00pa3oM, aHaaM3 TOJYYEHHBIX pe3yabTaToOB
MoKasajl, 4To B 1-ii TOATpYINe y AeTeid, MOJy4aBIIUX
cmecu HOHHUM Ha ocHOBe HOBO3EIAHICKOTO KO3bEro
MOJIOKa, TI0 CPaBHEHUIO CO 2-I TIOATPYIIIOi MJIaJieHIIEB
ObLTa OoJiee BbICOKAsi aKTUBHOCTb OMUI0- 1 JIAKTOOAK-
TepUiA, JTy4dllIast yTUIU3aNsI YKCYCHOM M MacasTHOU KHC-
JIOT KOJIOHOLIMTAMU W JIPYTUMU BUAAMU MUKPOGIOPHI,
YTO TIPUBOAWIO K HOPMaJU3allMU OKHUCIUTEITHbHO-BOC-
CTaHOBUTEJBHOTO TOTEHIMaNa Cpelbl U 00ecIeuyrnBaio
VYCIIOBUST JUISI aKTMBU3AIUU OOJUTATHON MUKPOGMIOPHI
1 BOCCTaHOBJIEHUSI MUKPOOHOTO MPOTEO/IM3a.

V nereit 1 Ha UCKYCCTBEHHOM, M Ha €CTECTBEHHOM
BCKapMJIMBaHUM MMeJIa MECTO OJMHAKOBasl yacToTa Jia-
TeHTHOW CEeHCUOWJIN3alMKU K MOJIOUYHBIM OenikaM. bonee
BBICOKASI YaCTOTa CEHCUOMIM3ALIMU K OeTKaM KOPOBBETO
MOJIOKA M eTo (ppakiusiM Oblia y AeTeid 2-i TTOArpYITIbI
Kak 70, Tak M Ha (oHe rnpuemMa cMmeceid Ha OCHOBE ChI-
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OPUINHAJIbHBIE CTATbU WHDEKLNOHHBIE BOJIE3HU

IIpyHIMNBI 3THOTPONHOM U NATOTeHETUYECKOI Tepanuu OCTPbIX PeCIMPATOPHBIX
BHPYCHbIX HH(EKIMi Y 9acTO 00JIeI0MuUX JAeTei

JI.A.Xapumonosa, O.E. Hcpaghunosa

FBOY BIMO «Poccuiickunii HAaUMOHaNbHbIN NCCnenoBaTeNbCKNn MeANLMHCKNIA yHuBepcuTeT M. H.W. NMuporosa»; AeTcknit
MeanumHeknin ueHTp «OAO Mepacu Il», Mockea

Principles of etiopathogenetic therapy for acute respiratory viral infections in frequently
ill children

L.A. Kharitonova, O.E. Israfilova

N.I. Pirogov Russian National Research Medical University, Moscow

Ienb: U3yunTh BIMSIHIE BKJIIOYEHHST B CXeMy Tepanuu npenapara mukiogepon Ha 3dekruBHocTb Jedenuss OPBU y yacto 0oserommx
nereii. IIpoBeneH anaus pesy;sraros Jiedenns 117 nereid, pasnesieHHbIX HA TPH FPYINbI B 3aBUCMMOCTH OT cXeMbl Tepanuu. Kpome cum-
NTOMATHYECKOI M MECTHO# MPOTHBOBUPYCHOII Tepanuy nanueHTam 1-ii (KOHTPOJIbHOI) rpynmbl ObLIA HA3HAYEHA AHTHOMOTUKOTEPANHSI,
2-ii (cpaBHenusi 1) rpynnbl — aHTHOMOTHKM W IMKJI0(epoH, 3-ii (cpaBHenus 2) rpynnbl — MKIogepon. B Hayalie JieyeHuns: BbIsSBIEHO
CHIKEHHE YPOBHS 0~ ¥ Y- HHTeP()ePOHOB MPH COXPAHEHHDIX MOKA3ATEJISIX CHIBOPOTOYHOIO HHTEP(EPOHA, YTO CBUIETEIHCTBOBAJIO O CHU-
JKeHUH KOMITEHCATOPHbIX PeaKIIuii, 00eCneyrBaIOIX POTHBOBUPYCHYIO 3ALINTY. AHAJIM3 IAPAMETPOB HMMYHHOTO CTATYCA BBISIBIJI, UTO Y
MOJIOBMHBI JIET€ii MPOMCXOIUT AKTHBAIMS KOMIEHCATOPHBIX MEXAHM3MOB (CTUMY/IsIMs BbIPa00oTKH CD4+, CD8+ u yBemyenne nokasa-
teneiit HCT-tecta), ay '/,— cpbis (cnmxenne yposust CD4+, CD16+, IgA u HCT-Tecra). Ilociie iedennst oTMedeHO BOCCTAHOBIIEHHE
unrepdeponoreHesa y 6osbumHcTBa (86,7 %) 60bHBIX, MOTyYaBIIMX HMKI0hepoH, y 74,1% nereii, Noiy4aBuIMX B CXeMe JieYeHHs! HUKJI0-
(hepoH U AHTHOMOTHKH, U TOJBKO Y 47,1% naimenToB, NoTy4aBuMx aHTHOMOTUKU. [Ipu cpaBHeHMM MIMMYHHBIX TOKA3aTeieil mpH Jieye-
HUM, BKJIIOYAIOIEM AHTHOMOTHKOTEPANHIO (€3 U B COUETAHNH C HUKIO(epPOHOM, B OC/IEIHEM CJIydae Yaiie 0TMeYeHa 0oJiee BhipaKeHHAst
U cOajaHCMPOBaHHAA peakuys B Buae HopMmaausamuu yposusa CD4+ u CD8+. Takum o0pa3om, BKimoyeHne B cxembl jiedenusi OPBU
Y 4acTo GOJIEeIIIHMX eTeil mpenapara MKI0(epoH OKa3bIBAET NMOJIOKUTEIbHOE NeiiCTBHE HA MMMYHHBII CTATYC, BHIPAKAIOIIMIICS B BOC-
CTAHOBJIEHHH M3HAYAJILHO CHIZKEHHOTO HHTepdepoHoreHe3a, a Npu coYeTAHMHN HUKIO(epoHa C AHTHOMOTHUKOTEPANHEl — UIMMYHOMOTYJIH -
pylollee jieiicTBHE C OJIArONpPUATHOI TMHAMUKOI MMMYHHBIX OKa3aTeJIeil.

Knroueswie cnosa: uacmo bonerowgue oemu, ummyrnumem, OPBU, yuxnogpepon.

Objective: to investigate the impact of incorporation of cycloferon into a therapy regimen on the efficiency of treatment for acute
respiratory viral infections (ARVI) in frequently ill children. Subjects and methods. The results of treatment were analyzed in 117
children divided into three groups according to the therapy regimen. Thus, symptomatic and local antiviral therapies (interferon na-
sal ointment and viferon suppositories) were prescribed to all the children; furthermore, Group 1 (control) used antibiotic therapy;
Group 2 (Comparison Group 1) took antibiotics and cycloferon (tablets), and Group 3 (Comparison Group 2) had Cycloferon. Re-
sults: At the beginning of treatment, there was a reduction in interferon-a and interferon-y values with preserved serum interferon
levels, suggesting the diminished compensatory responses ensuring antiviral protection. Analysis of the immune status revealed that
virtually half of the children exhibited activation of compensatory mechanisms (stimulation of CD4+ and CD8+ production and
an increase in NST test activity), one third displayed a disturbance (decreases in CD4+, CD16+, IgA, and NST test activity). After
treatment, interferonogenesis was recovered in the majority (86,7%) of the patients taking Cycloferon, in 74,1% of those who had
a treatment regimen containing cycloferon and antibiotics, and only in 47,1% of those who received antibiotics. Comparison of the
immunological indicators during therapy with antibiotics alone or in combination with cycloferon demonstrated a more noticeable
and balanced response to the latter: the normalized CD4+ and CD8+ values in the patients on antibiotic therapy was 8,9 and 5,8%,
respectively, and 11,1% in those who received antibiotics and cycloferon. Conclusion. Incorporation of cycloferon into ARVI treat-
ment regimens for frequently ill patients has the positive effect on immunological indicators, which shows itself as recovery of initially
diminished interferonogenesis (antiviral protection) and the use of cycloferon in combination with antibiotic therapy exerts an im-
munomodulatory effect in causing more marked and balanced positive immunological changes.

Key words: immunity, frequently ill children, acute respiratory viral infections, cycloferon.

Q_ KTYaJqbHOW MEIMIMHCKOW W COUUAIbHON Tpobiie-
Ol menuaTpuu SIBJISIIOTCS 4acThle 3a00JieBaHUS
JleTell OCTPBIMU PECTIUPATOPHBIMU BUPYCHBIMU UH(DEK-

© J1.A.XaputoHoBa, O.E. Ncpadwunnosa, 2015

Ros Vestn Perinatol Pediat 2015; 5:143-148

Anpec s KoppecnonaeHumu: XaputoHoBa JI1000Bb AJieKceeBHA — [I.M.H.,
mnpod., 3aB. Kad. neAnaTpuu ¢ NHGEKUNOHHBIMU 00JIE3HAMHU (aKyIbTeTa I10-
MOJHUTEJILHOTO MocTAUIIOMHOro oopazoBanuss PHUMY um. H.U. Iuporosa
117997 Mockaa, yi1. OCTpoBUTSIHOBA, 1. |

Ucpadunosa Onbra EBreHbeBHA — Bpau-0TONAPUHTOJIOT JIeTCKOTO MEIUIINH-
ckoro 1eHtpa «0OAO Meacu 11»

119002 Mockga, yi. Bosbiuas [Muporosckas, a. 7

uusmu (OPBU) [1-3]. Ha nomo OPBWU npuxomutcs
no 70—95% Bcex oCTpBIX MHMEKIWI BEPXHMX IbIXa-
TEJbHBIX MyTeil. DTO 0OYCIOBJIEHO, C OJHON CTOPOHHI,
BBICOKOII KOHTarmo3HOCTbIO BUPYCOB, C IPyroii — 0Co-
OCHHOCTSIMM MMMYHHOTO OTBeTa peOeHKa B pa3Hble
Bo3pacTHble mnepuoabl [4]. YacTele pecmmpaTOpHEBIE
MHGEKIUU CITOCOOCTBYIOT CHUXKEHMI0O MMMYHHOMR pe-
3UCTEHTHOCTU OpraHu3Ma, CpbIBy KOMIIEHCAaTOPHO-
alanTUBHBIX MEXaHU3MOB, HapylIeHUIO (PU3NIYECKOTO
U HEPBHO-TICUXWUYECKOTO pa3BUTHS peOeHKa, ero COlM-
aJlbHOM ne3amanTtaluuu, (GOpMUPOBAHUIO XPOHUUECKUX
3a00JIeBaHMIT OPraHOB AbIXaHus [5].
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Xapumonosa JI.A. u coasm. [IpUHIIUITBI STUOTPOTTHOI 1 IATOTEHETUUYECKOI TEPAITMU OCTPBIX PECTIMPATOPHBIX BUPYCHBIX MHMEKIIUIT y 4acTO OOJIEIONINX AeTeii

IToatomy B mocneaHee BpeMsi pacTeT MHTepeC Bpaveii-
MeINaTPOB K BO3MOXHOCTHM TIPOBEACHUST 3TUOTPOITHON —
MMPOTUBOBUPYCHOI Tepanuu. B HacTostiee BpeMsT co3naH
W WCTIONB3YETCST sl TIpeTiapaToB, ACUCTBUE KOTOPBIX OC-
HOBaHO Ha IMOIABJIEHUN PETIMKALIMKA BUPYcoB. OIHAKO MX
MpUMEHEHWe B TIEAMATPUUYECKOM TMpaKTUKE OTrpaHUUYeHO
13-33a TOKCUYHOCTH, TaK KaK BO3IEMCTBYsSI Ha BUpYC, Tpe-
MapaTtbl MOTYT OKa3bIBaTh BIIMSHUE Ha KJIETKU PACTYILIETO
U pa3BUBAIOIIETOCS OpraHu3Ma pedbeHka. OCHOBHBIE TPYTI-
ITBI TTPOTUBOBUPYCHBIX JIEKAPCTBEHHBIX CPEACTB BKITIOYAIOT:
* BellecTBa, M30MpaTe/bHO MOJABISIONIME PETPOIyK-

LIMIO BUPYCOB: MHTEP(EPOHbI, SHIOTEHHbIE HU3KOMO-

JIEKYJISIpHBIE OeIKM, 00Jiafarolie TPOTUBOBUPYCHBIM

1 UMMYHOMOIYJUPYIOIIUM CBOMCTBAMU; HYKJI€a3bl,

MPOTEOJUTUIECKIUE (PEPMEHTBI, THTUOMTOPHI IPOTEa3;
*  WHAYKTOPBI MHTEP(HEPOHOB — BHICOKO- M HMU3KOMO-

JIEKYJISIPHBIE COeTUHEHUST TIPUPOTHOTO U CUHTETHYE-

CKOTO MPOUCXOXKICHUS, CTUMYITUPYIOIINE BHIPAOOTKY

SHIOTeHHBIX UHTep(MEPOHOB.

HeobxomumocTh Ha3HAYEHUST MHIYKTOPOB MHTepde-
poHa nipy OPBU nukryercst dpuszumonornyeckum aedu-
LIMTOM WHTepdhepoHa TPU Pa3BUTUU MHMEKIIMOHHOTO
npouecca. M3BecTHO, YTO MHTepPEpPOH HaYMHAET BbIpa-
GaThIBaThCS Yepe3 6 U ¥ TOCTUTAaeT MaKcuMyMa depe3 12 9
OT MOMEHTa BHeJIpeHUsI BUpyca B KJIeTKy. K aToMy Bpe-
MEHUM KacKaj MaTo(pU3NOJOTHYECKUX PEaKINi TOCTU-
raeT TpeThelt cranuu pazsutuss OPBU, BciencTtBue yero
pa3BMBAETCSl IMTOKMHOBBIM AEMUIIUT, UYTO OIpeaessieT
TSKECTh TeUEHUsI 3a00J1eBaHusI[6].

IMpenapatr uwuknodpepon (OO0 «HTO®D T1OJHU-
CAH», Cankr-IletepOypr, Poccust) siBisiercss HU3KO-
MOJIEKYJIIPHBIM MHIYKTOPOM WHTepdepoHa, obanaio-
UM IIMPOKHUM CIIEKTPOM OMOJIOTMYECKON aKTUBHOCTU
(TTIpOTMBOBUPYCHOM, UMMYHOMOTYJIUPYIOIIIEH, TIPOTUBO-
BocnanuTeabHOM U np.). [Ipemapar okasbiBaeT MpsiMoe
MPOTUBOBUPYCHOE AEWCTBUE, TOHABISAS PEMPOAYKIIUIO
BUpYca Ha paHHUX cpokax (1—5-e cyTku) MH(pEKIIMOHHO-
TO TIpoliecca, CHIXKask H(PEKIIMOHHOCTb BUPYCHOTO TTO-
TOMCTBA, IPUBOIST K 00pa30BaHUIO Ae(heKTHBIX BUPYCHBIX
yacTtull. [ToBbIlIaeT HeceUMPUIECKYIO Pe3UCTEHTHOCTD
OopraHu3Ma B OTHOILIEHWHW BUPYCHBIX W OaKTepUATBHBIX
nHdekuuit. [1pu exenHeBHOM BBeIeHUM LIMKIO(hEpOHa
CO3MAIOTCST YCJIOBUS Ul aKTUBAIMM KIJIETKaMU-MUIIIe-
HSIMU MakpodaroB, YTO CITIOCOOCTBYET BOCCTAHOBJIEHUIO
(yHkumu daronurosa, o- 1 y-uHTEpdEPOHOB, a B Oosiee
MO3IHUE CPOKK — T-3BeHa UMMYHHOM CHCTEMBI.

OnHako B ciiydyae JIUGHHUsI 4yacTo OOJICIoNInX AeTei
HCTOJb30BaHNEe TTPOTUBOBUPYCHBIX TIpENapaToB U WH-
JIYKTOPOB UHTEP(PEPOHOB B MOHOTEPATTUY MOXET He TPU-
BOAUTh K 3KEJIaeMOMY pe3yJbTaTy: NeTU MPOAOIKAIOT
yacto OosieTh MO0 MHMpEKIMST MPUodpeTaeT 3aTsSKHOE
teueHue. [locnenHee MOXeT ObITH OOYCTOBIEHO Y3KHUM
CIIEKTPOM IEHCTBUSI TTPOTUBOBUPYCHBIX JIEKAPCTBEHHBIX
CcpencTB W/uiu (GoOpMUPOBaAHUEM PE3UCTEHTHBIX BUPYC-
HBIX IIITAMMOB, CIIOCOOHBIX:

*  «yCKOJIb3aTh» OT BIIUSTHUS KIIETOK UIMMYHHOM CUCTEMBI,

YTO TIPUBOIUT K MX UTUTEJTLHOM MEPCUCTEHIINN U Jia-

TEHTHOMY TE€UEHMIO 00JIe3HM (alleHOBUPYCHI, pecrinpa-
TOPHO-CUHIIUTHATbHBIC BUPYCHI, TEPIIECBUPYCHI U . );
* «HM3BpalllaTh» JOKaJIbHbIE U CHUCTEMHbIE MEXaHU3MBbl
MMMYHHOM 3alllUThI, UCTIOIb3Ysl CITOCOOHOCTb K MM-
MUKPHH;
* CHUHTE3UpOBaTh TENTUAHBIE OTPE3KU, aHAJIOTUYHbIE
TaKOBBIM HEKOTOPBIX IIUTOKUHOB;
* 3amyckaThb ayTOMMMYHHbBIE MPOIIECCHl TyTeM ITOJU-
KJIOHaJIbHOM aKkTuBaluu B-nmumdbonuTos [7].
Takum oOpa3om, yuuTbiBasi (HaKTOpbl STUOJOTUU
U TIaTOTeHe3a, TSKEeCTh 3a00JIeBaHUs 1 MEXaHU3MBbI JIeii-
CTBUSI JIEKAPCTBEHHBIX MperiapaToB UJIM UX KOMOWHAIIUH,
MOXHO TIOJYYUThb KedaeMblil apdekT 6e3 HazHauyeHUsI
aHTUOMOTHUKOB.
Ileab wccnenoBaHus: M3yYWUTh BIWSIHUE BKIIIOUYEHUS
B CXeMY Teparnuu Ipenapara HukiaohepoH Ha 3 GheKTUB-
HocTb JieyeHust OPBU y yacto Goseoniux nereii.

XapakrtepucTuka peteii U MeToAbl UCCeaoBaHUS

IlpoBeneHn aHanmu3 pesyabTaToB JiedeHust 117 ne-
Teit, monyuuBiux JyedyeHue B ¢unuane 'BY3 «JAI'Kb
CB. Bragumupa» MockBel B miepuon ¢ nekadpst 2012 .
no ¢despanb 2013 1. Jletn ObLIM pasaeieHbl Ha TPU TPyT-
MMl B 3aBUCUMOCTHU OT COCTaBa KOMILIEKCHOW Teparvu:
B 1-10 rpynmy (KOHTpoJb) BolLId 42 pebOeHKa, TMOy-
YUBIIUX AHTUOMOTHKHU, MECTHO — TPOTUBOBUPYCHBIE
JIeKapCTBEHHBIE cpencTBa (MHTephepoHOBast Ma3bh B HOC
1 BUGEPOH B CBeYaX) MU CUMIITOMATUYECKYIO Teparuio,
BO 2-10 TpyTITy (CpaBHeHMS 1) OBbITM BKITIOYEHBI 36 IeTeit,
MOJYIMBIINX, KPOME aHTUOMOTUKOB, TPOTUBOBUPYCHBIX
cpeacTB (MecTHO—UMHTEP(DEpOHOBass Ma3b B HOC U CYTII-
MO3UTOPUM BU(PEPOHA) U CUMITTOMATUIECKOM Teparuu,
npenapaT uukiogepoH. B 3-1o0 rpynmy (cpaBHeHus 2)
Bouun 39 mereid, MOMYYMBIIMX CUMIITOMAaTUUECKYIO Te-
panuio, MECTHYIO POTUBOBUPYCHYIO (MHTEP(hEPOHOBYIO
Masb B HOC U BU(EpPOH B cBevax) U lukiaodepoH. [pyrmbl
OBbITY PAaHIOMU3UPOBAHKI 10 MOJY (MaJBYUKOB — 61, me-
BoYeK — 56), Bo3pacTy 1 quarHosy (tab:i. 1).

LuknodepoH B TabieTkax HaszHayaJicsl M3 pacuera
450 mr exenHeBHO, Kypc 5 — 10 nHelt B 3aBUCUMOCTHU
OT TSIKECTU COCTOSTHUS (TIperapar BKJTIOYEH B CTaHIAPT
neyeHust rpumnra [8]). Y Bcex HaOMOmaBIIMXCS JETE,
TMOJYIMBIIUX UKIOMEPOH, TMATOJOTMYECKUX peaKInii
Ha BBelleHHe TIperapaTa He BBISIBJICHO.

TToMuMoO cTaHIAPTHBIX UCCIEAOBAHUIA, y BCEX A~
€HTOB OBIT MCCIea0BaH MHTePMEPOHOBHII (CHIBOPOTOU-
HbIi, CIOHTAHHBII UHTEPGhEPOH, 0- U Y- UHTEPGHEPOHBI)
u nmmyHHBI (CD3+, D4+,CD8+, CD16+, IgA, HCT!-
tect, crumyaupoBaHHbiiit HCT-tect 1 CD4+/CD8+ uH-
JIEKC) CTATyChl IO U TIOCJIE JIEYEHUSI.

Cratuctrnueckas o0pabOoTKa MOJYYEHHBIX AaHHBIX
MPOBOIMJIACH ¢ MCTIONb30BaHMEM TakeTa Statistica 6.0.
Pasznuuus cpemHeapu(pMeTUYECKUX BEJIVMYUH CUYUTATU
noctoBepHbiMu Tipu p<0,05. Tlpn npoBeaeHUM Koppe-
JISIMOHHOTO aHallu3a PacCYMTBIBAIU COOTBETCTBYIO-

! TecT BOCCTaHOBIIEHUSI HUTPOCHHETO TETPA30JIS.
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Tabauya 1. Pacnpenenenue neteii B 3aBUCMMOCTH OT AUATHO3A

OPUINHAJIbHBIE CTATbU WHDEKLINOHHbIE BOJIESHU

Ipynna nereit
JnarHo3 KOHTpOJIb (n=42) cpaBHeHwust | (n=36) cpaBHeHus 2 (n=39) Bcero (n=117)
adc. % aoc. % aobc. % aobc. %
OPBU 23 54,8 19 52,8 21 53,8 63 53,8
OPBMU + 6pouxut 6 14,3 5 13,9 6 15,5 17 14,6
OPBU + otut 7 16,6 7 19,4 7 17,9 21 17,9
OPBU + nHeBMOHUS 6 14,3 5 13,9 5 12,8 16 13,7
Hroro... 42 100,0 36 100,0 39 100,0 100,0

mue Ko3(hGUIIMEHTBI, JOCTOBEPHBIMU CUUTAIIA PE3yIb-
tatbl Tipu p<0,05. 3HaueHUs] PaHTOBON KOPPEISIIUN
(Criupmena) 3Hauumble pazianuust (p<0,05) coctaBusiu
mpu >0,82.

Pe3ynbraTbl n 06CcyXaeHue

AHaJIM3 TIOTYYeHHBIX TaHHBIX BBISBWI, YTO TIPU TI0-
CTYTUICHUH B CTAITMOHAP Y BCEX MAIMEHTOB OBUTA CHUXE-
HBI TTIOKA3aTeJN 0~ U Y- THTeP(HEPOHOB ITPU COXPAaHEHHBIX
TTOKa3aTesIsIX ChBIBOPOTOYHOTO WHTepdepoHa, YTO CBUIC-
TEJIbCTBOBAJIO O CHUKCHUW KOMITEHCATOPHBIX PEaKIINiA,
obecrneynBaronIMX MPOTUBOBUPYCHYIO 3alIUTY (TabJ1. 2).

[Tpu n3ydeHnM aOCOMOTHBIX M OTHOCUTETbHBIX TIOKa-
3aresiell UMMYHHOTO CTaTyca MaIlMeHTOB BBISIBJICHBI TPU
BapraHTa UMMYHHOTO OTBeTa:

1) mpubnmaurensHo y '/, mauuenToB —y 15 (35,7%)
neTeil B KOHTpoJibHOM rpyrme, 12 (33,3%)— B rpyrmme
cpaBHeHUs 1 my 15 (38,5%) meteit B Tpyrime cpaBHe-
HUS 2 OTMEYaJoCh TOBBIIICHUE YPOBHSI aHTUTCHIIPE-
3eHTUpYyomuX T-muMmdpountos (CD3+) u T-cymnpecco-

poB (CDS8+) Ha ¢oHe cHUXeHUSsT ypoBHS T-xenrnepon
(CD4+), ecrectBeHHBIX KwwniepoB (CDI16+), IgA,
nokasareneit HCT-tecra u ctumynupoBanHoro HCT-
TecTa, 4TO MOATBEPAMUIIO paHEee BbICKA3aHHOE MPEAIo-
JIOKEHWE O CpbIBE KOMITEHCATOPHBIX peakInil B Kile-
TOYHOM 3BEHE UMMYHHOU CUCTEMbI Y HAaOJII01aBIIIUXCSI
Hamu neteit (Tadu. 3);

2) y '/, maumentoB — 19 (45,2%) neteit B KoH-
TposbHOM, 15 (41,7%) — B Tpynne cpaBHeHus 1 ny 18
(46,2%) — B rpyrIe cpaBHEHUs 2, HATIPOTUB, OTMeYa-
jach noctoBepHasi aktuBaius T-xenmnepoB (CD4+),
T-cynpeccopoB (CD8+), a takxke mokasareneir HCT-
Tecta u crumyaupoaHHoro HCT-tecta, uto CBU-
JETeJIbCTBOBAIO 00 aJeKBaTHOM WMMMYHHOM OTBETE
Ha OPBU (Tabm. 4);

3) y octampHBIX marmeHToB — 8 (19,1%) nereit
B KOHTpoJibHOU Tpymme, 9 (25%) u 6 (15,3%) neteit
B IrpyIimax cpaBHeHUs | 1 2 COOTBETCTBEHHO MoKa3aTe-
JIM UMMYHHOTO CTaTyca ObUTH B Ipeaesiax HopMaJlbHBIX
3HavyeHu# (Tadi. 5).

Ta6auna 2. [oka3arem unrepdeponosoro craryca (B En/miu) y nereii c OPBU B nauane repanuu (M=tm)

Ipynmna nereit
IMokazarenb Hopma
KOHTpPOJIb (n=42) cpaBHeHwust | (n=36) cpaBHeHus 2 (n=39)
CBIBOPOTOYHBII UHTEPDEPOH 2,0+0,11 2,410,54 3,33+£2.4 2—8
CrioHTaHHBII MHTEPGhEPOH 1,8+0.21 1,8%0,02 1,91+0,01 0—2
o-uHTephepoH 240,0£80,0* 223,5+0,83* 226,67193,3* 320—640*
y-uHTepdepoH 16,0+2,53* 15,2+1,83* 13,33£2,7* 64—128*

IMpumeuanue. 3nech 1 B Tabd. 3—35: * — p<0,05 Mex Iy rpyrnoi HabAeHUsI 1 HOPMOIA.

Ta6mmna 3. [Toka3zarean nMMyHHOTo cTatyca B Havyase Tepanun OPBUy nereii ¢ 1-m BappanToM HMMYHHOTO 0TBeTa (M=tm)

IMoka3zarenb ey Hopma
KOHTpPOJIb (n=15) cpaBHeHwus | (n=12) cpaBHeHUs 2 (n=15)
CD3+, 10°/n 3,9£0,7* 2,4£0,1* 2,5+0,4* 0,9—2,2
CD8+, 10°/n 1,3+0,19* 1,8£1,02* 1,1+0,2* 0,3—0,8
CD4+, 10°/n 0,1£0,05* 0,4%0,01* 0,2%0,1* 0,6—1,9
CD16+, 10°/n 0,210,04* 0,1£0,01* 0,3+0,05* 0,3—0,6
IgA, r/n 0,6x0,1* 0,6x0,7* 0,2%0,3* 0,7—5,0
HCT-Tecr, ycn.en. 9,1£1,2* 5,0£0,9* 7,3%+1,3* 12—30
HCT-ctum, yciu. en. 30%5,7* 32,55+6,1* 10,0%1,3* 40—95
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Xapumonosa JI.A. u coasm. [IpUHIIUITBI STUOTPOTTHOI 1 IATOTEHETUUYECKOI TEPAITMU OCTPBIX PECTIMPATOPHBIX BUPYCHBIX MHMEKIIUIT y 4acTO OOJIEIONINX AeTeii

Ta6auna 4. IToka3are;m IMMYHHOTO cTaTyca B Hauaje Tepannu OPBU y nereii co 2-M BapuaHTOM UMMYHHOTO oTBeTa (Mtm)

Tpynmbl nereit

Hoxasarens Kontposs (n=19) cpaBHeHus 1 (n=15) cpaBHeHUs 2 (n=18) i
CD8+, 10°/n 1,3+0,19* 1,8+1,02* 1,1£0,2* 0,3—0,8
CD4+, 10°/n 1,8+0,56* 2,4%0,1* 2,6£0,1* 0,6—1,9
HCT-Tecr, ycn. en. 31,8%1,2* 35,0£0,1* 33,34+2,3* 12 — 30
HCT-ctum, yciu. en. 98,3+5,7* 102,5£7,8* 110,0£9,9* 40 — 95

Ta6muna 5. [Toka3arenn nMmMyHHOTO cTaryca B Hauase Tepammu OPBU y nereii ¢ 3-m BapnanTom nMMyHHOTO 0TBeTa (M=+m)

Tpynna nereit
IMokazarenb Hopma
KOHTpOJIb (n=8) cpaBHeHus | (n=9) cpaBHeHUsI 2 (n=6)
CD8+, 10°/n 0,7x0,1* 0,8+0,1* 0,4+0,2* 0,3—0,8
CD4+, 10°/n 1,1£0,1* 0,8+0,1* 1,2+0,1* 0,6—1,9
CDI16+, 10°/n 0,4+0,04* 0,3%0,01* 0,6+0,05* 0,3—0,6
HCT-recr, yc. en. 19,1x1,2* 14,3+0,9* 17,1x1,3* 12—30
HCT-ctum, yciu. en. 43,315,7* 72,6£6,1* 74,0+1,3* 40—95

ITocne okoHUaHMsI edeHUs (B cpeaHeM yepe3 24+5,0
JIHEil) BOCCTAHOBJIEHWE MHTEPOHOreHe3a (o- U y-UHep-
(eponoB) u ummyHHoro cratyca (IgA u HCT-tecta) Ha-
omonanochy 16 (47,1%) neteit 1-it (KOHTPOJIBHOI) TPYTI-
el y 2 (74,1%) — Bo 2-iim'y 26 (86,7%) — B 3-i1 rpymmax.
Hopwmanuzauust yposusi CD4+ Oblna 3apeructprpoBaHa
v 3 (8,9%) nmereit uz 1-ii rpynmsl, y 3 (11,1%) — u3 2-it
ny 3 (10%) — u3 3-i1 rpynmer, CD8+ — tonbko y 2 (5,8%)
neteit u3 1-it rpynmbl, 3 (11,1%)— w3 2-it u 4 (13,3%) —
u3 3-1i TpyMIIbIL.

MMMyHHBI cTaTyc He TOKa3aj MOJOXUTENIbHON Au-
HaMUKU Ha TpoBomumylo Teparnuio y 13 (38,2%) u3 34
TeTell KOHTpoIbHOU Tpynmel, ¥ 1 (3,7%) u3 27 marueH-
TOB, MOJYYMBIINX HapsIy ¢ aHTUOMOTUKAMU LIUKIIO(he-
poH, u'y 6 (15,7%) u3 39 mereit, MOMYYUBIIUX TOJIHKO
mmkinodepor. [Ipyr 3TOM CTaTUCTMUYECKM MOCTOBEPHBIE
pa3auaust OBUTM BBISIBIIEHBI MEXIY MOKa3aTeIsIMA KOH-
TposbHOU M Tpynnbl cpaBHeHus1 1 (p<0,05), a Takxke
KOHTpOJIbHOM U rpymnrbl cpaBHeHus 2 (p<0,02), B To xe
BpeMsI MeXKIy TPYIIaMu cpaBHeHUS | 1 2 TOCTOBEPHBIX
pa3IMuuil yCTAHOBJIEHO HE ObLIO.

IMpu pacyete koaPUIIMEHTa PAHTOBON KOPPEJSILIAN
CnupMeHa Obla ompeniesieHa BbICOKAsl KOPPesIIMOHHAs
3aBUCUMOCTb MEXKIy OCJIOXHEeHHBIM TedeHueM OPBU
1 2¢h@EKTUBHOCTHIO JIeYeHUS] B Tpymmax cpaBHeHUs |
(r=0,87; p<0,01) u 2 (r=0,79; p<0,02), T1e B KOMIIEKCHYIO
Teparnuio BKJIIOYAJICs IMKIO(EPOH, TOrna Kak y IeTeil KOH-
TPOJIBHOM TPYIIITHI, HE MOTyYaBIINX ITPETapaT ObLT BHISIBJIEH
cpenHuil ypoBeHb 3aBucumoctu (r=0,37; p<0,05). Hocro-
BEPHBIX Pa3IMINii KO3(PGhUILIMEHTa PAHTOBOM KOPPESIIAN
MEXXITy TpyTInaMu cpaBHeHUs 1 1 2 TakKe He ObLI0.

Y Bcex 0OCIeIOBaHHBIX JETei, OTHOCSIIIUXCS
K rpyrne yacto 6oseromnx, Ha pone OPBU Obiu cHu-
KEHBI TIOKa3aTesn o- U y-MHTep(PEpPOHOB MPU cOoXpa-

HEHHBIX I0KAa3aTeNsIX ChIBOPOTOUHOTrO WHTepdepoHa,
YTO CBUJETEIHCTBOBAIO O CHUXKEHUU KOMIIEHCATOPHBIX
peakuuii, odecrneyrnBalolnX MPOTUBOBUPYCHYIO 3alllU-
Ty. BMecTe ¢ TeM aHaiu3 nokasarejeid UMMYHHOTO CTa-
Tyca yCTAHOBUJ, YTO MPAKTUYECKU Y MOJOBUHBI AETEH
MPOUCXOUT aKTUBALIMSI KOMITIEHCATOPHBIX MEXaHU3MOB
(ctumynsuust Beipabotku CD4+, CD8+ u yBenunueHue
HCT-tecta) m y '/, — CpbIB KOMIIEHCATOPHBIX MeEXa-
HU3MOB (cHIKeHUe mokaszareieit CD4+, CDI16+, IgA
n HCT-tecta).

Ilpu cpaBHeHUM pPE3YJIbTATOB TPEX CXEM Tepanuu
ObLJIO BBISIBJIEHO BOCCTAHOBJIEHUE WHTepdepoHoreHesa
y GosbiHCTBA (86,7%) OONBHBIX, MTOTYYABIINX ITUKIIO-
depoH, y 74,1% neteil, TTONy4aBIIUX B CXeMe JICUCHUS
LUKIOMDEepOH U aHTUOMOTHKH, 1 TOJIBKO y 47,1% manu-
€HTOB, MOJIyYaBIIUX AaHTUOMOTUKHU.

Tlpu cpaBHeHUU 3(DEHEKTUBHOCTH CXeM, BKIIIOYalO-
IAX aHTUOMOTUKOTEpANUIO0 0e3 U B COUYETAHUU C IU-
K10¢epoHOM, B MOCJAENHEM Cilydyae OTMeueHa OoJsee
BbIpaXKeHHasl OJIarONpusATHas peakius WMMYHHBIX TO-
Kazateneit (Hopmanuszauusi ypoBHsi CD4+ u CD8+),
YTO MOXET ObITb OOBSICHEHO UMMYHOMOJYJIUPYIOLIEH
aKTUBHOCTbIO Mpenapara.

BbiBoAbI

Bxutouenue B cxembl JieueHust OPBU y yacto 6onero-
KX JIeTed mpenapara HUKIO(MEpoH OKa3bIBaeT MOJIO-
KUTEJIbHOE JIefiCTBUE HA UMMYHHbBIE TTOKa3aTeJIu, BbIpa-
Karoleecss B BOCCTAHOBJIEHUYW U3HAYaJbHO CHDKEHHOTO
nHTepdepoHoreHesa (MpOTUBOBUPYCHOI 3aIIIUThI), a TIPU
COYETAaHUM HUKI0o(hepoHa C aHTMOMOTUKAMU OKa3bIBa-
€T MMMYHOMOIYJIUPYIOIIEEe NENCTBUE, BbIpaXKaolleecs
B Oosiee BbIpak€HHOW M cOaTaHCUPOBAHHOM ITOJOXM-
TeJbHON TMHAMMKE UMMYHHBIX ITOKa3aTesei.
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OPUINHAJIbHBIE CTATbU OBMEH OlbITOM

CoBpeMeHHbIE OpraHu3anuoOHHbIe (DOPMbI B3auMOoIeiicTBHS Kadeap MeIUIIMHCKIX BY30B
¥ TOPOJCKUX OOJIbHUIL

A.A. Kopcyuckuii, B.M. Posunos, B.B. Jlazapes, E.A. [amkun

IBY3 «[eTckas ropoackas knnHunyeckas donbHuua N29 nm. LH. CnepaHckoro» [lenaptameHTa 3apaBooxpaHeHnss MockBbl

Contemporary organizational forms of interaction between the departments of medical
universities and urban hospitals

A.A. Korsunsky, V.M. Rozinov, V.V. Lazarev, E.Ya. Gatkin

G.N. Speransky City Children’s Clinical Hospital Nine, Moscow Healthcare Department

Baxueiinieit npo6.J1emMoii NPAKTHYECKOro 3/iPABOOXPAHEHUsI HA COBPEMEHHOM JTAarne sABJIsieTCs odecneyeHre 00IbHbIX CeNUATU3UPO-
BAHHO¥ U BbICOKOTEXHOJIOTHYHOI MeIUIMHCKOI MOoMOIbIo. JI0cTHYL 3TOro HEBO3MOKHO 0€3 MOKCKA HOBBIX (hopM B3auMoeiicTBUS
Kadeap MeMIMHCKUX BY30B M TOPOACKUX 00JbHUIL. B cTaThe npoBeneHa oneHka 3¢()eKTMBHOCTH MCIIOJIb30BAHNUS MPO(eccopeKo-
NPenoiaBaTebCKOro COCTaBa By3a M PA0OTHMKOB NMPAKTHYECKOTO 3/IPABOOXPAHEHHs] B 00PA30BaTEJbHOM M Jie4eOHO-IMArHOCTH -
YeCKOM mnpoiecce. AHAJIU3 JeATeJbHOCTH YHUBEPCUTETCKOW KIMHUKH TEINATPUM U JIeTCKMX MH(EKIMOHHBIX 00JIe3Heil MoKa3an ee
BBICOKYI0 3()(heKTHBHOCTD. DTO NMO3BOJIsIET PEKOMEHI0BATH CO3JAHNE AHAJOTMYHBIX CTPYKTYPHBIX 00pa3oBaHuii Ha 0a3e Kadeap
MeIUIMHCKUX BY30B M TOPOACKHX OOJIbHUIL.

Karoueswte caoea: demu, meouyunckas nomousb, yHUGepCUMemcKas KAUHUKA, 20p00CKas 60NbHUYA.

To provide patients with specialized and high-tech medical care is the most important problem of practice healthcare at the present-
day stage. This cannot be achieved without searching for new forms of interaction between the departments of medical universities
and urban hospitals. The paper evaluates the efficiency of using the professional and teaching staff of the universities and practical
healthcare workers in the educational and diagnostic-and-therapeutic process. Analysis of the activity of the University Clinic of Pe-
diatrics and Childhood Infectious Diseases has demonstrated its high effectiveness. This makes it possible to set up similar structural
entities on the base of the departments of medical universities and urban hospitals.

Key words: children, medical care, University clinic, urban hospital.

pu momaepxke mapa MockBel C.C. CobsiHMHA

HenaprameHToM 31paBooxpaHeHrst MockBbl u 'OY
BITO «ITepBblit MOCKOBCKMIT TOCYTapCTBEHHBIN MeIu-
uuHckuii ynusepcutetr uMm. .M. CeueHoBa» MuH3zmpa-
Ba Poccum (mamee — YHuBepcuteT) B nekabpe 2014 r
MTOATMCAHO COTJallleHNe O CO3MaHNU YHUBEPCUTETCKOM
KIMHUKKA TIeAMATPUM M JETCKUX WHMEKIIMOHHBIX 00-
JIe3Hel (majee — yHUBEpCUTETCKasl KiumHuKa). KimHuka
co3gaHa Ha (YHKIIMOHAJBHOUM OCHOBe Ha 0a3e JleTckoit
ropoackoit KinuHudeckoit 6oapHu1bl N9 um. I'H. Crie-
paHcKoro (najnee — OoJibHMIIA) U Kadeapbl MeauaTpumn
U IeTCKUX MH(MEKIIMOHHBIX O0JIe3HEe! MeauaTpruiecKoro
dakynbrera (nagee — Kadenpa).

© KonnekTtune aBTopos, 2015
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Anpec s koppecnonaenumn: KopcyHCKuii AHaToNMiE AJIEKCaHAPOBUY —
J.M.H., ipod., r1. Bpau 'BY3 JITKB Ne9 um.T H.Criepanckoro [lenapramMeH-
Ta 30paBOOXpaHeHMsI ropoaa MoCKBbI

123317 Mockaa, LLImutoBckumii mpoesn, 1. 29

PosunoB Bramumup MuxaiinoBuu — 1.M.H., nipod., aupekrop HUW xupyprum
nerckoro Bozpacta FOY BITO PHUMY um. H.U. [Muporosa Munsapasa Poccrn
117997 Mockaa, yi1. OcTpoBUTSIHOBA, 1. 1

Jlazapes B.B. — n.m.H., nipod., pyk. YHuBepcutercKoit KiuHuku ['OY BITO
[MepBeiit MI'MY um.U.M. CeuenoBa Mun3zapasa Poccun

119991 Mocksa, ya. Tpy6euxkast, 1. 8, cTp. 2

larkun E.f. — 1.M.H., ipod., 3aB. Kad. A€TCKOI XUPYPrUM, BOCCTAHOBUTEb-
Hoit u ouodusndeckoit Meauunael PIIKMP MU PYIIH um. I1. JlymymOb
MuHo6pHayku Poccun

117198 Mocksa, yi1. Mukiyxo-Makias, 1. 21

OCHOBHBIMU LIEJITMU YHUBEPCUTETCKOM KITMHUKU STB-

JITIOTCSI:

* obecrieyeHre OOJBHBIX CMEUMATU3UPOBAHHON U BbI-
COKOTEXHOJIOTUIHOI MEIUIIMHCKOM MTOMOIIBIO;

*  WCITOJIb30BaHME MMEIOIINXCST METOAOB JMATHOCTUKU
¥ JIeYeHHST Ha OCHOBE TOCTMKEHWI HayK!, TEXHUKU,

*  WCITOJIb30BaHME PE3YyIbTATOB KIMHUYECKOM TPaKTH-
KW, Hay9HO-MCCIIEIOBATEIbCKOM AeSITEIBHOCTA B 00-
pa3oBaTeIbBHOM IIPOIIECCe;

* CHIXeHMe Ne(eKTOB MEIUIIMHCKON TOMOIIM U TI0-
BBILIIEHNE Ka4eCcTBA BeIeHUST MEIULIMHCKOI TOKYMEH-
TallNW;

* OpraHuzamus M TpOBeleHUE MPaKTUUECKON IOATO-
TOBKU 00yJaronuxcs (CTyAeHTOB, MHTEPHOB, KIMHU-
YECKHUX OPIMHATOPOB).

OCHOBHBIMU 3a/la4aMU YHUBEPCHUTETCKON KIMHUKU

OTpeIeIeHBI:

* OKazaHWe BbICOKOKBATU(MUIMPOBAHHON TMOMOIIN
C UCITOJTb30BaHNEM HAyUHbBIX Pa3paboTOK, BHEAPEHME
WHHOBAIIMOHHBIX TEXHOJIOTUI U METOAOB JUATHOCTH -
KU ¥ JIeYeHUs ¢ MpUBJIeYeHUEM TTPoheCcCOpCKO-Tpe-
MoAaBaTeIbCKOTO COCTaBa;

* TIOBBIIIEHUE KayecTBa OOpa30BaHUS MyTeM BHeIpe-
HUS TPAKTUIECKWX HABBIKOB, YyJ4acTWsi B 00pa3o-
BaTeJIbHOM Tpoliecce PabOTHUKOB TMPAaKTUYECKOTO
3IpaBOOXPAaHEHUSI;

*  pa3paboTKa ¥ BHeIPEeHNE HOBBIX METOIOB TUArHOCTH -
KU 1 JIeYeHUS;
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*  CO3/laHUe YCIIOBUI IS OpTaHU3aLMKU W TIPOBEACHUS
y4eOHO-TIeJarOrMYecKoro Tporecca Mo MOATOTOBKe
KaJpOB BBICIIIEH KBaTUDUKAIIHN.

* 3} dekTUBHOE NCIONML30BaHNE MOTEeHIINAIA TTpodec-
COPCKO-TIPENnoaaBaTeIbCKOTO COCTaBa MyTeM COBEp-
IIEHCTBOBAHUST (DOPM M METOIOB OOYYEHMSI B COOT-
BETCTBUU C ITOTPEOHOCTIMHM paboTomaresieit B cepe
3paBOOXpAaHEHUSI.

Ha ¢yHKUMOHaNIBHOI OCHOBE B COCTAaB YHUBEP-
CUTETCKOM KIWHWKW BKIIOYEHBI: 4 TeAMaTpUIeCKUX
otaeneHusT (MO TPOPUISIM  «TaCTPOIHTEPOJIOTHSI»,
«HeDPOJIOTUSI», «KAPAUOJOTHSI», «aJJIePTrOJOTHUSI-UM-
MYHOJIOTHSI») MOIITHOCTBhIO 80 KoekK; 3 MHMEKIIMOHHBIX
otaeneHust (Mo npoduisiM «pecrupaTopHbie MHOpEK-
LUW», «KUIIEYHble MHGEKLUIUN», «IJIsd IeTeil paHHETO
BO3pacTa») MOIIHOCTbIO 80 KOEK; KOHCYJbTaTUBHO-
IMarHOoCTUYecKasi MOJUMKJIMHUKA Ha 150 mocemreHmit
B CMEHY, a TaKXXe MOJUKJIMHUKA IIEPBOTo YPOBHs Ha 375
MTOCEIIEHUI B CMEHY C TPUKPETIJIEHHON YU CIIEHHOCTBIO
HacejeHus — 6500 meTeit.

JIMpeKTOp YHUBEPCUTETCKON KIMHUKKA — Tpod. Ka-
denper B.B. JlazapeB Ha3HaYeH IIaBHBIM BHEIITATHBLIM
CIICLIMAJINCTOM OOJBHUIBI TT0 MH(PEKIIMOHHBEIM 00J1e3-
HSIM, COTPYIHUKAM YHUBEPCUTETCKOW KIMHUKU TIPEIO-
cTaBJIeHbI pabovre MecTa B KypUPYEMbBIX OTHCIEHUSIX.

B cooTBeTCTBMM C LIEISIMU U 3aa4aMy B TTIEPBOM IT0-
syronuu 2015 . TpoBeAeHBI CIIEAYIOIINE MEPOTIPUSITHS:

1. B KOHCYJbTaTUBHO-AWMATHOCTUYECKOM TTOJUKIIU-
HUKe BoJTbHUIIBI OpraHn30BaH aMOyIaTOPHBIN PUEM Be-
IYIIUX CITELMATNCTOB YHUBEPCUTETA U OOJTBLHUIIBI, B TOM
YHCIIe JOKTOPOB MEIUIIMHCKUX HAayK U TpodeccopoB. DTO
MTO3BOJISIET TTOBBICUTH KAYeCTBO M IOCTYITHOCTh OKa3aHUST
CHEUATM3UPOBAHHON aMOyIaTOPHO-TTOJTUKINHAYECKON
ITOMOIIN JIETCKOMY HaceJeHUI0 MOCKBBI, ONITUMU3UPO-
BaTh MOTOKM OOJbHBIX, HAMPAaBJISIEMBbIX Ha TOCITUTAJIM-
3a1110, COKPaTUTh KOJMYECTBO HEOTPaBIAHHBIX TOCTTHU-
tanu3anuii. CrenraircThl YHUBEPCUTETCKON KITMHUKHA
TIPUBJIEYEHBI ¥ K OKA3aHUIO TUTATHBIX YCITYT.

2. ChopMupoBaHa yHUBEPCUTETCKAsT KOHCYJIBTaTUB-
Has Tpynma Uist oOecriedeHUsT BBICOKOKBATU(PUIINPO-
BaHHOM CTeUWaTU3UPOBAHHON TTOMOIIM TMallueHTaM CO
CJIOKHBIM TUArHO30M, HaXOSIIMMCST Ha CTAallMOHAPHOM
JIeYeHUH BO BCEX OTIEIEHUSAX OOMbHMIILI. OTMHHAILATh
COTPYAHUKOB Kaeapbl MPUHSATHI Ha pabOTy B ITAT OOJTb-
HUIBI B KaYeCTBE KOHCYJIBTAHTOB MO CIELNATbHOCTSIM:
«PEBMATOJIOTHSI», «ITyJIbMOHOJIOTHST», <«MH(MEKIMOHHBIE
0oJIe3HU», «HEDPOJIOTUSI», «TACTPOIHTEPOJIOTHSI», <«al-
JIEPTOJIOTUSI-UMMYHOJIOTUS», «TTeAruaTpus». Jasg orru-
MM3aLMKU IITAaTHON YUCIEHHOCTU OOJIBHUIIBI Mpopaba-
TBIBAIOTCS BO3MOXHOCTH O(MOPMIIEHUS OIIaThl Tpyda
Bpayveii-KOHCYJILTAHTOB Ha JIOTOBOPHOI OCHOBE. B 11emsix
BBIPAOOTKM TaKTUKU JIeUeHUsT HanboJiee CIIOXKHBIX U TS -
SKEJTBIX OOJBHBIX OPraHM30BaHO TPOBEACHUE MYIIBTU-
JMUCHUTIIMHAPHBIX KOHCUJIMYMOB C y4acTHEM BEIYIIUX
CTIEIIMAIMCTOB OOJNIBHULIBI, Kadeaphl, BEeOYIINUX CIelra-
JMCTOB Npyrux By3oB U HUWW, rnaBHBIX BHEIITaTHBIX
crienanucToB JlemapraMeHTa 31paBoOXpaHEHUS.

OPUINHAJIbHBIE CTATbU OBMEH OlbITOM

3. B exemHeBHOM pexXmMe oOecIieumBaceTCsl OTOOP
MalMeHTOB, HYXAAIOIINXCSI B OKa3aHUW BBICOKOTEXHO-
JIOTMYHOM MEIUIIMHCKOM TOMOIIM B TOCYIAapCTBEHHBIX
VUpEXKICHUSIX 3IpaBooxXpaHeHUsT MOCKBBI U (pemepalib-
HBIX KIIMHUKAX.

4. B Tpounkom 1 HOBOMOCKOBCKOM aJIMWHUCTpa-
TUBHBIX OKpyrax ropogaa MockBbl Ha 6a3e JeueOHO-TIpOo-
PUIaAKTUUECKUX YIPEXKIEHUN COTPYTHUKAMU YHUBEPCH -
TETCKOM KJIMHUKH TTPOBEIEHBI MaCTep-KJIACChI 1 JIEKIIMHN
JUTSI YJaCTKOBBIX TEAMATPOB, a Takke aMOyIaTOpHBIE
KOHCYJIbTAlINU MAllieHTOB.

Takum ob6pa3om, Ha 6aze MHOTOTIPO(GUIBHOM 00JIb-
HUIIBI JUIT 00YYalolIMXCcsl CO3MaloTCs YHUBepPCaTbHbIE
BO3MOXHOCTH TTOJTydeHUS 3HAHU MO0 OKa3aHUIO0 MEIH -
LIMHCKOM MTOMOIIU JETSIM BCEX BO3PACTOB U Ha BCEX 3Ta-
Mmax ee oOKa3aHWs. aMOyIaTOPHO-TIOJUKJIMHUYECKOM,
CTallMOHAPHOM, BBICOKOTEXHOJOTMYHOM, peabuInTa-
LIMOHHOM, a ¢ 2016 T., Tocie OTKPBITHST TPOPUIBHOTO
OTHEJIEHNSI, — W MaJJinaTUBHOM. HanboJiee OMBITHBIE
CTIEMAIUCTBl OOJBHUIIBI JAeNaloT 00pa3oBaTebHBIN
MpoIecC MO KIMHUYECKUM TUCIUTITMHAM KOMILIEKC-
HBIM, BKJIIOYAIOLIUM OBJIafIcHUE MPaKTUISCKUM OTIbI-
TOM U HaBbIKaAMM, UTO M TPeOyeTCs AJist paboThl B Tiep-
BUYHOM 3BeHe 3[IpaBooxpaHeHMs1. BaxkHoil HoBalMei
SIBJISIETCS MCTIOJTb30BaHME OOraTeHIIeTro OMbITa MHOTO-
MPOGWIHLHON KIMHUYECKON GOTBLHULIBI IJIT TIOATOTOB-
KM 9K3aMeHaAIIMOHHBIX 3a/1a4, OCHOBAHHBIX Ha aHaJIN3e
UCTOpUIi 00JIE3HU KOHKPETHBIX 00JbHBIX. C IMTOMOIIIBIO
KOMIMBIOTEPHBIX TEXHOJOTHI TMPOJAEMOHCTPUPOBAHBI
pe3ynbTaThl (QYHKIMOHAIBHBIX, JIAOOPAaTOPHBIX, WH-
CTPYMEHTAIBHBIX UCCeNOBaHU, (DOTO- U BUAEOMATE-
puanbl. OGHOBJIEHHAsT CTPYKTypa 9K3aMeHa yUMThIBAET
00513aTeIbHOCTh BJIAIeHUST MPaKTUISCKUMU HaBbIKA-
MU, KJIMHUYECKUM MBIILIEHUEM, OTBITOM CaMOCTOSI-
TEJIbHOI pabOTHI.

B o0OcnenoBaHuuM TalMEHTOB CO CJIOXHBIMU JHa-
THO3aMM UCITOJTb3YIOTCS BO3MOXKHOCTH BBICOKOTEXHO-
JIOTMYHBIX  JTAOOPATOPHO-TMATHOCTUYECKUX PECYpCOB
YHUBEpPCUTETA MPEXKIe BCETO MEAUKO-TeHETUIEeCKOM Jia-
OopaTopuu.

C 1uenblo CHWKEHUST Ie(EeKTOB OKa3aHWS MEIUIIMH-
CKOI TIOMOIIIM, TTOBBIIIEHUS KayecTBa BeACHUS Meau-
LIMTHCKOM MTOKYMEHTAIIUM COBEPIIIEHCTBOBAHUS CUCTEMBI
BHYTPEHHETO KOHTPOJISI KayecTBa AUPEKTOP YHUBEPCHU-
TETCKOM KJIMHWKH BKJIIOYEH B COCTAaB BpayeOHOM KOMUC-
CUM U KIIMHUKO-3KCIIePTHOM KOMUCCUN OOJTbHUIIBI.

JI1st pelreHusT 3aa9u 1Mo pa3paboTKe HOBBIX METOIOB
JMUArHOCTUKKM W JICYeHUST B YHUBEPCUTETCKON KIMHUKE
MPOBOINTCS pa3paboTKa MeToJa HEOHATAIbHOTO CKPH-
HUHTa BPOXIECHHON M HACJEeICTBEHHON MATOJOTUM MM-
MYHHOI CUCTeMbI. DTO OyleT ClIOCOOCTBOBATH MPeayIpe-
KISHWI0 WHBATUIN3AUMU W JaJTbHEHIIEMY CHUKESHUIO
MJIaIeHYeCKOM 1 JeTCKOI CMepTHOCTH B MOCKBe.

Kadenpa nenuarpum u n1eTcknux MHQPEKIMOHHBIX 00-
JIe3Hel neauaTpuyeckoro dakyasreTa orMetnsia B 2014 1.
IBe BaxHelmue ngatel: 70 jeT pabotel Ha 06aze I'BY3
AT'KB Ne9 um. I'H. Crniepanckoro I3M u 25 net paboTsl
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Kopeynciuii u eopodckux 6oavhuy u coaém. CoBpeMeHHbIE OpTaHU3AIIMOHHBIE (OPMbI B3AUMOMIEHCTBIS Kadenp MeUIIMHCKIX BY30B

B coctaBe ['OY BITO «IlepBbiit MockoBckuii rocymnap-
CTBEHHBI MeaULMHCKUIT yHuBepcuteT uM. M.M. Ce-
yeHoBa» MuH3npaBa Poccuu. Hauano paGoTsl yHuBep-
CUTETCKOM KIIMHWUKHU CTajio IS KacbeApbl, OCHOBAaHHOM
akan. ['H. Cnepanckum B 1932 1., BakHEHWIIUM 3HAKO-
BBIM COOBITHEM.

B HacTosiiiee Bpemst 3aBepliaeTcsl 3Tar mpopadboT-
KU OTKpeITUS Ha 6aze otmenenuii 'BY3 JII'KB Ne9

um. [LH. Cnepanckoro JI3M yHMBEPCUTETCKUX KIIMHUK
I'Oy BIIO PHUMY wum. H.U. IMuporoBa MuH3mpasa
Poccun n Meauumnnckoro uncturyra PYJIH um. I1. Jly-
MymObl MuHo6pHayku Poccuu. CoTpynHUKU OOJbHUIIBI
u Kadeap Tpex By30B BbIpaxkaloT 0JIarolapHOCTh PYKO-
BOJICTBY MOCKBBI 32 U€CTh CTaTh yYJaCTHUKAMM OpTraHu3a-
LIUY TIEPBBIX B HAIlIEM FOpoJie YHUBEPCUTETCKUX KITMHUK
U TIOCTaparoTCsI OTNPaBaaTh BHICOKOE JOBEpHE.

IMoctynuma 08.07.15
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OPUINHAJIbHBIE CTATbU NCTOPUS NEQNATPUN

Broinarommiics aearenb oreyecTBennoi neauarpun M.C. Maciios

(K 130-71€THIO CO THS POXKIEHUS)

B.B. Jlesanosuu, H JI. Casenkosa

CaHkT-lMNeTepbyprckuii rocyaapCTBEHHbIN NeanaTpU4ecKnii MeAMLIMHCKUA YHUBEPCUTET

Distinguished scientist of Russian pediatrics M.S. Maslov
(on the occasion of his 130th birthday anniversary)

V.V. Levanovich, N.D. Savenkova

Saint Petersburg State Pediatric Medical University

B cratbe mpeacTaBieHa BpaueOHasi, HAy4YHas, meaarormyeckas aesareabHocTh akagemuka AMH CCCP, 3aciy:KeHHOro aesireis
Hayku PCOCP Muxaunna Crenanouya Maciosa (1885—1961). IToauepkuyra poss M.C. MacJoBa B craHoBiennu Jlenunrpa-
CKOr0 MeaMaTpu4ecKoro MeIMIMHCKOr0 HHCTHTYTA. Boimarommiicss ydenbtii Muxauna Crenanosuy MacjioB BHeC 0OJbIION BKJIAX

B pa3BUTHE 0TeYeCTBEHHOM neauaTpum.

Karouesote caosa: neduampus, Jlenunepadckuii neduampuueckuil meouyunckuii uncmumym, Muxaun Cmenanoeuy Macnos.

The paper describes the medical, scientific, and pedagogical activities of Academician of the USSR Academy of Medical Sciences,
Honored Scientist of the RSFSR Mikhail Stepanovich Maslov (1885—1961). It emphasizes his role in the foundation of the Lenin-
grad Pediatric Medical Institute. The distinguished scientist Mikhail Stepanovich Maslov made a great contribution to the develop-

ment of Russian pediatrics.

Key words: pediatrics, Leningrad Pediatric Medical Institute, Mikhail Stepanovich Maslov.

Muxaunn Crenanosuy Macios (19.05.1885—03.06.1961)

© B.B. JleBaHosuy, H.[. CaBeHkoBa, 2015
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Anpec nis koppecnonnenuuu: Jlesanosuu Bragumup BuxropoBuu — n.M.H.,
npod., pekrop CaHkT-ITeTepOyprcKoro rocy1apcTBEHHOTO MearaTpuyeckoro
MEIMIMHCKOTO YHUBEPCUTETA

CasenkoBa Hanexna IMutpueBHa — I.M.H., ipod., 3aB. Kad. hakyIbTeTCKOI
MeIuaTprun YKa3aHHOTO YUPEXAeHUS

194100 Canxr-IlerepOypr, yi1. JIutosckas, a. 2

1 9Ma${ 2015 1. mcmosHmiock 130 yeT co gHS po-

xneHus Muxaumna CremaHoBuua MacioBa
(1885—1961), BBImatoIeTOCS TIeAMATpa, 3aCIyKEHHO-
ro neatenss Hayku PCOCP, akanemuka AMH CCCP,
3aBefyoliero kKadenpoit GakynabTeTCKON TeauaTpuu
(1935—1961) JleHWMHTpamCKOTO TEAUATPUICCKOTO Me-
MUIMHCKOTO MHCTUTYTA.

B 1904 . M.C. MacnoB 1ocjie OKOHYaHUsI TMMHa-
3UU TTOCTYMIT B BOeHHO-MEIUIIMHCKYIO aKaIeMUio, KO-
Topyto B 1910 I 3aKOHYWJI C OTVIMYMEM U ObLT OCTaBJIEH
Ha Kadenpe IeTCKUX OoJe3HEl, BO3IJaBIsIeMOU TIpod.
A.H. kapunusiM. B 1913 . Muxann CrenaHoBuY 3a-
IIATWI TUCCEPTAlMIO Ha CTeNeHb TOKTOpa MEIUIIMHBI
«O ouonornyeckoit poau dochopa IsT pacTyiiero opra-
HU3Ma». DTUM TPYIOM OH 3aJIOXKWJI COJTMIHBIN (hyHIAMEHT
¥ HAMETUJI HaTTpaBJieHUe AaJTbHEHIIETO N3yYeHUST BHYTPH -
KJIETOYHBIX (DePMEHTOB M IPYTUX BO3PACTHBIX OMOXUMU-
YeCKMX 0COOEHHOCTEN 3M0POBBIX 1 OOJBHBIX AeTeit [1—3].

B 1914 . M.C. MacnoB o3HaKOMWJICS C pabOTOt
neTckux kKauHuK Bensl, Mionxena, Llopuxa, bepimha.
OnbIT paboOThl BeAyIIMX MeauaTpudecKux KIMHUK EB-
pornibl M.C. MacnoB BHeIpsi1 B eSITeIbHOCTh BoeHHO-
MEIULIMHCKOM akameMnu 1 JICHMHTpaJCKOTo meauaTpu-
yeckoro MeauuuHckoro uHctutyra. C 1914 mo 1917 &
M.C. MacnoB — rJ1aBHbIi Bpau 2BaKyallMOHHOTO FOCMU-
Tans B . Peiouncke. C 1918 . Muxann CrenaHoBUY pa-
0oTaj B JODKHOCTY accucTeHTa, ¢ 1920 . — mpuBar-10-
1eHTa, ¢ 1921 r. — npocdeccopa n HavaabHUKA Kadeapbl
neTckux OonesHelt BoeHHO-MEAMIIMHCKONW akaaeMuu
(moce cmeptu pod. A H. lllkapuna).

B 1924 r. Ha TeppuUTOpUU TOPOACKOM IETCKOM 00Jb-
Huibl Beiboprckoro paitoHa cosmaH JIeHUHTpaaCcKuid
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Jlesanosuy B.B. u coaém. Beinatonumiics nesrens oreuectseHHoi neauatpur M.C. Macio (k 130-71€THIO CO IHS POXKACHUSI)

Hay4YHO-TIPAKTUYECKUIT WMHCTUTYT OXpaHbl MaTepUH-
crBa u muaneHvyectBa (JIHIIM OMM), cpenmn opra-
HuzatopoB Kotoporo A.H. AHtoHOB, 3.0. MWUYHUK,
B.O. Mouan (mepBbiit gupekrtop), A.S. Toapadenbn,
M.C. Macnos [1]. laToii odUIMATbHOTO YUpexIe-
aus JIHII OMM cunratot 7 stHBaps 1925 1. C ampe-
nst 1925 . nupekropom JIHITM OMM Oblna HazHaueHa
I0.A. Mennenena. C 1925 . M.C. MacioB oCyliecTBIIsLI
o0111ee pyKoBOJACTBO paboToi (hU3MOJIOTUUECKUMU OT-
nIeJeHusIMU (TpU JoMa MaTepu U pebeHKa, TpU JoMa
MaJIIOTOK, OTHEJIeHWEe IS HOBOPOKIEHHBIX) WHCTH-
TyTa, npeobpa3oBaHHOTO B 1928 . B JleHUHIpancKuii
Hay4YHO-UCCIIEOBATEILCKUIM WHCTUTYT OXpaHbl MaTe-
puHcTBa 1 MiageHuyectsa (JIHUM OMM) [1]. C 1928
mo 1930 . M.C. MacnoB Boariasiisii Kadenapy ¢pusno-
JIOTUW, TUTUEHBI U TUETETUKN PAHHETO IETCKOTO BO3pa-
cra, ¢ 1930 r. — kadeapy naToysorum JeTCKOro BO3pacta
B JIHUM OMM [1]. B 1935 . 6b11 yupexnaeH JIeHUH-
TPafCKUU TeAuaTPUYEeCKUd MEIUIIMHCKUU WHCTUTYT,
Kadeapa MmaToJoThM IeTCKOTo Bo3pacTa mpeobdpa3oBaHa
B Kadenpy ¢hakyIbTeTCKON TeauaTpruu, KOTOPYIO BO3-
rnaBus nipod. M.C. MacnoB. B TeueHne HECKOIBKHUX
sieT Muxann CTenmaHOBUY OBLT 3aMECTUTEIEM TUPEKTO-
pa MHCTUTYTA MO HayYHO-UCCEA0BaTENIbCKOM padoTe.

C umeneM Bbipatouierocss yueHoro M.C. Maciosa
CBSI3aHBI MHOTOJIETHSISI UCTOPYS TTOOTBOPHO HAyYHOI,
KJIMHUYECKON U memarornyeckoi aesreabHoctu JIHITA
OMM, JJHUN OMM, JITIMU (uwbiHe CIIGITIMY).
B cTeHax 3TUX MEIMIIMHCKMX YYPEXACHUM CcHOpMU-
poBajlach Hay4yHas TiemuaTpudeckasl IIKoJa aKaaeMUKa
M.C. Macnosa. Hayunbie mpo0ieMbl, pazpadbaTbiBacMble
npod. M.C. MacnoBeIM 1 cOTpyTHUKaMU Kadeapsl da-
KyabreTcKoit neauatpun JITIMU, 6butn mocBsiieHbI BO-
MmpocaM KOHCTUTYLIMU, aHOMaJIii KOHCTUTYLIUM, peak-
TUBHOCTH JETCKOTO OpraHu3Ma, 3TUOJIOTUH, TTaTOTeHe3a,
KiIaccuUKaIy, KIMHUIECKUX TTPOSIBJICHUIN U JICUeHUST
OCHOBHBIX 3a00JIeBaHUIA IETCKOTO BO3pacTa.

Cyl1iecTBeHHBIM HayYHBIM W MPAKTUIECKUM BKJIAJIOM
B OTEUYECTBEHHYIO Meauarpuio ctaiu padotsl M.C. Mac-
JIOBa U COTPYIHUKOB Kadeapbl IeTCKUX OonesHeir Bo-
€HHO-MEIUIIMHCKOM aKageMuu, TOCBSIIEHHbIE PO~
GyieMe PEeaKTUBHOCTH JETCKOTO OpTraHM3Ma, aHOMaJIWii
KoHcTUTYUUM (auate3oB). Monorpadusi M.C. Macnosa
«YueHre 0 KOHCTUTYHUSIX M aHOMAJIUSX KOHCTUTYLIMU
(nuare3ax) B JIETCKOM BO3pacTe U UX OUOJIOTMYECKOM
M TaTOJOTUYECKOM 3HAYeHWW» BblAepKasa 3 M3TaHus:
B 19241 (164 c.), B 19251 (238 ¢.), B 1926 T. (256 ¢.). Il1a-
Ba «AHOMaJIUM KOHCTUTYLIUU (IUaTE3bl) B IETCKOM BO3-
pacte», TIpencTaBlIeHHas B MHOTOTOMHOM PYKOBOJICTBE
o equatpuu (1960), orpaxkaeT UTOr MHOTOJICTHEU pa-
00ThI yueHoro [1—5].

«OaHO 13 IIaBHBIX MPO0JIeM, CTOSIIIMX TTepe] opra-
HaMU IETCKOTO 3paBOOXPaHEHMS B TO BpeMsI, ObLIa BbI-
coKasi CMEPTHOCTb, OCHOBHBIMM TIPUYMHAMU KOTOPOUA
ObLIM OCTpPbIE pacCTpOMCTBa TUILEBApEeHUS y JAeTeil»
[3]. Bonpimoe mpakTrdeckoe 3HaAYEHHE MMEIU padbOThI
M.C. MacnoBa 1o U3y4eHUI0 KIMHUYECKON KapTUHBI,

rmaToreHe3a W JICYEHUS] OCTPBIX M XPOHMYECKUX pac-
CTPOMCTB MUTAHUS U TIHUIIEBAPEHUS Y JeTeil TPyaIHOTO
Bo3pacTa. B HayudHBIX McclegoBaHUSIX Kadbeap, pyKoBO-
nuMbix mipod. M.C. MacnoBbiM, U3y4yeHbl U3MEHEHUS
(GepMEeHTaTUBHOW aKTUBHOCTHU THILEBAPUTEIbHBIX CO-
KOB, ITWHAMHWKa COIEPXKaHWS HEKOTOPBIX 3JIEKTPOIH-
TOB, TIOKa3aTtejieil 6eJIKOBOTO, XKMPOBOTO U YTJIEBOTHOTO
obmeHa, 93POEKTUBHOCTD pa3IMYHBIX METOJIOB JICUCHUS
OCTPBIX U XPOHUYECKUX PACCTPOMCTB MUTAHUS y IETEH.
M.C. MacnoBeiMm 1ipu Kadeape haKyIbTEeTCKON TTeana-
tpuun JIIMMU Ob1n1a co3znana Onoxumuueckas 1adboparo-
pusi, B KOTOPOl BBITTOTHSUIUCH MHOTHE HAayYHO-UCCIIe-
JIOBaTEIbCKUE pabOTHI.

TTon pykosoactBom M.C. MacnoBa m3y4yaiauch OT-
JIeTbHbIE 3BEHbs TMaTOreHe3a W KIWHWYECKUX TPOSIB-
JIECHU TOKCUYECKUX, CENTHUECKUX U TUCTPOPUIECKUX
cocTosHMiT y nmeteit. MccnemoBaHusi, HayaTble TIpodec-
copom M.C. MacnoBbIM M0 M3y4eHUIO MaToreHes3a, 3a-
KOHOMEPHOCTEI TeueHMsI, pa3paboTKe JIeYeHUsT OCTPBIX
TOKCUKO30B B paHHEM BO3pacTe, TMOJYYWIN HaTbHel-
mee pasButue B pabortax A.B. [lanassHa u coTpynHUKOB
Kadenpsl ¢akyasreTckoil neauarpuun JITIMUW. Utorom
siBuiiach MoHorpadust — A.B. [TanasH, 3.K. LIp0ynbkuH
«OcTpble TOKCMKO3bI B pPaHHEM JETCKOM BO3pacTe»
(1979), mepeusnannas (1983), mepeBeneHHass Ha 0OJI-
rapckuii 361K (1984) [4]. M.C. MacnoB 1 COTpyIHUKHU
Kaeapbl TPEeICTaBUIN Pe3yabTaThl U3YUYeHUST 0COOEeH-
HOCTEe KIMHUYECKOW KapTUHBI U JIeUeHNS 3a00JIeBaHUIA
TMeYeHM, TTOIKETyIOYHOU Xele3bl B COOpHUKE «Tpymbl
JIeHMHTPAICKOTO TOCYIapCTBEHHOTO TEeIUaTPUIECKOTO
MEIULIMHCKOTO MHCTUTYTa» (1940), B ri1aBax pyKoOBOMI-
crBa o nieauatpuu (1938), B MoHorpacdum «bosesnu mne-
YEHM U XKeTUHBIX MmyTei y neteit» (1951).

TTpuopurteTHbIM HaydyHBIM HanpaBieHuem M.C. Mac-
JioBa u Kadeapsl dakynsrercKoit neauatpuu JINIMU sB-
Jistach pa3paboTka MpoOJieMbl Cercuca M CernTUYeCKUX
cocrossHuii. B cepuu pador corpynHukoB JITIMU otpa-
JK€HBI 0COOEHHOCTH TTaTOreHe3a, KITMHUYeCKOTO CUMIITO-
MOKOMITJIeKca M JieueHHs cercuca y aeteir. Cpean HUX
nyomukanun  «[laToreHe3 TOKCHYECKHUX, CENMTUYECKUX
U aAucTpoduueckux coctosiHuil y nereii» (1948), «Hosbie
JAHHBIE O TTATOTeHEe3e CENTUYECKUX U TOKCUYECKHMX CO-
CTOSTHUI W O PacCTPOMCTBAX PETYISITOPHBIX MEXaHU3MOB
MpU HUX y IeTeit paHHero Bo3pacTa» (1952), moHorpadus
«Cemncuc u centuyeckue coctosinus» (1959).

BaxHoit mpobiemMe cepiedHO-COCYIUCTON MaToyo-
TUU Y JeTel MOCBSIIeHbI HayYHBIE UCCIeIOBAaHUS, TTPO-
BoanMble B BoenHo-menuumckoit akagemuu u JITIMU.
Ha xadenpe daxynsrerckoit nenuatpuu JINIMU pasz-
pabaThIBAINCh METOAbI TMATHOCTMKMU W JICYEHUS pPEeB-
MaTu3Ma, OIeHUBAJINCh FeMOAMHAMHUKA TIPU TTOPOKax
cepaua y aeteii. bosbiioe BHMUMaHUE OBLIO YHAEIEHO
npobyieMe 3a0o0JieBaHWI OPraHOB JbIXaHUS Y JETeH.
M3yyanuch 0COOEHHOCTH 3TUOJIOTUHU, TTaTOTeHe3a, K-
HUYECKUX TPOSIBJICHUS, JICUEHUST TTHEBMOHMM, IbIXa-
TEeJIbHOW HEZOCTaTOYHOCTU. BHeapeHWe pe3ylbTaToB
WCCIIeI0BAaHUS B TIPAKTUKY TTO3BOJIMIIO CHU3UTD JIETaTh-
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HOCTb OT NMHeBMoHuu y nereit. [lepy M.C. Macnosa
npuHamiexar nyoaukauuu «OcoOeHHOCTH 3aboseBa-
HUI OPraHOB JBIXaHWS» B PYKOBOJCTBE MO TeAUATPUU
(1938), «locTrxeHust B 00J1acTU JieYeHUsI THEBMOHU I
y nereit panHero Bo3pacta» (1940), «Btuonorust u je-
yeHue MHEeBMOHUI y JeTell paHHero Bo3pacta» (1947),
«ITaTorenes nueBMoHuit y aeteit» (1948), moHorpadus
«[TaTtoreHes mpIxaTeabHON HEAOCTATOUHOCTH TIPY TTHEB-
MOHMSIX Yy neTeit u ee nedyeHue» (1953). [Mpomomkuia
WCCIeMOBAaHMS TI0 NAaHHOUW TpobiieMe yJYeHWIIa aKajie-
muka M.C. Macnosa mnipod. kadeapsl hakyIbTeTCKON
neguatpun M.I. Yyxiosuua. B 1958 1. mo mHunmaTuse
M.C. MacnoBa OblI OTKPBIT CITeIIMATM3MPOBAHHBIN ca-
HaTOPWI IS IeTeld, OOJIBHBIX XPOHUYECKUMU BOCTIaIe-
HUSMU JIETKUX, KOTOPBII Yepe3 MSTh JIET CTaJl Ha3bIBaTh-
cst «xuMmeHu nipod. Muxauna CrernaHoBuya MacioBa».

C nepsbix nHeit cymecrsoBanuss HUM OMM u JITIMA
TTOJTYIWJTA TIPUOPUTET UCCIIEIOBAHMUSI TT0 IETCKOM Hepo-
Jloruu. Pe3ynabTaThl UCCIeA0BAHUI COTPYIHUKOB 0000~
1meHbl B coopHukax «Hedpomnatuu neTckoro Bo3pacrta»
(1935), «<HedpomnaTun n1eTcKOro Bo3pacra B CBETe HOBBIX
uccienoBanuii» noxa pea. HO.A. Menaenesoii (1935),
B 1aBax yueOHuka «Kpatkuit yaeOHUK qeTCKux 60s1e3-
Heit» (1933) u pykoBonctB 1o neauatpuu «OcobeHHO-
CTH T1aTOJIOTUM MouenoioBoii cepbi» (1938), «bonesnu
mouek y geteii» (1963).

IIpoGieMe MOATOTOBKYM KaapOB IIST IIPAKTUUECKO-
ro 3apaBooxpaHeHuss M.C. MacnioB yaensia 6oJiblioe
BHUMaHWEe. DTO HAIJIO OTpaXeHWEe B ITyOJUKAIUSIX:
«O06 opraHM3alU¥M NMPAKTUYECKUX 3aHATHI Ha KJIUMHU-
yeckux kKadempax» (1940), «3a mpaBuIbHOE pacripe-
neneHue GyHKIUN Ha Kadenpe» (1946), «IToBbimeHmne
HaydyHOU KBanudukamuy mpemnonaBateneit» (1946),
«O MeToarKe MPaKTUIECKNX 3aHATUI Ha KITMHUIECKUX
kadeapax» (1955). Jlekuuu mo meauaTpuy akaaeMu-
ka M.C. MacnoBa oTinMyaiuch HaydyHOW HOBU3HOM,
CONepKaTeIbHOCTBIO, MAacCTePCKUM W3JTOXKEHUEM, CO-
MMPOBOXIAINCH JAeMOHCTpalueil O0O0JbHOro pebeHKa.
Onyo6nukosanHbie M.C. MacioBbiM «Jlekuuu no da-
KYJTBTETCKON MenuaTpum» B ABYX 4dacTsax (1957—1960)
OBLTM HACTOJBHOM KHUTOU CTYICHTOB W TPAKTUKYIO-
mux Bpaveit [1—4].

M.C. MacnoB — aBtop 6osee 200 HaydHBIX paldoT,
n3 HUX 16 MoHorpadwuii, 8§ y9eOHUKOB U 5 COOPHMKOB
TpynoB. Ha ¢dyHmameHTanbHbIX Tpyaax Tpodeccopa
M.C. MacnoBa BOCIUTBIBAJIOCh HECKOJIBKO MOKOJEHUN
TIeINaTPOB HaIIleil CTPaHEI.

M.C. MacnoB — Bpau-nieauatrp OOJIBIION 3pyAu-
LINU, COXPAaHWBIIMI 3I0pOBbEe M BEPHYBIIWI PamgoCTh
KM3HU ThicsiuaM 00JIbHBIX AeTeii. CBOi OOJbIION KIIM-
HUYecKuil onbIT U MactepctBo M.C. MacnioB 1ienpo
repenaBajg ydeHUKaM. B CBOMX BOCTIOMWHAHWSX 3aBe-
nytomias kadenpoit akyabTeTCKONW TeauaTpun mpod.
A.A. BanmenturoBuu (1966) momuepkuBana: «Mwuxawr
CTenaHOBUY BCeTIa TOBOPWJ, YTO BAYMYUBBIM Bpay
B KaXXIOM 00JTbHOM JOJDKEH YepItaTh MaTepual Ui yBe-
JIMYEHUS] CBOETO HAyYHOTO Oaraxka M TOJYIUTh B CBOCH
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BpayeOHOU JeATeIbHOCTU TO TJyOOKOe, BBHICIIEE YI0-
BJIETBOpEHME, KaKOe JaeT COUeTaHNe HayIHOTO aHaIn3a
W YCTIEIIHO TIPOBEIEHHOTO JIeUeHUsT» [2].

Ilon pykoBoactBom M.C. MacioBa BBITTOJHEHbI
M 3allMIIeHbl 36 muccepTalyii Ha COMCKaHWE YUeHOM
CTETIeHW KaHAWAaTa MEIULIMHCKUX HayK, TP HaydHOM
KOHCYJIBTUPOBAHWU TOATOTOBJIEHBI 10 TOKTOPCKMX AUC-
cepTralui.

B BocrmtomuHanusix o M.C. Maciose npod. A.®. Typ
mmrcain (1966, 1969): «B cBoeit nccienoBaTeIbCKOM nesi-
TEeJBHOCTH, TIPOOJIKABIIElCs GoJiee moyBeka, Muxaui
CTenaHOBUY HUKOTJA He OCTaHABIMBAJICS, BCETAa IIel
BIIEpe.I, NCKaJl HOBOE M YaCTO TOBOPUJI CBOUM yUeHUKa-
MU ¥ COTPYIHUKAM: KTO OCTAHOBUTCSI, TOT HEU30EKHO
MMOKATUTCS Hasaj, ObICTPO OTCTAHET OT COBPEMEHHOTO
YPOBHSI HayKu» [3].

M.C. MacnoB Bes 60JIbIIYI0 HAyYHO-00111€CTBEHHYIO
paboTy Kak GeccCMeHHBII mpencenatenb JIeHUHTpaaCcKo-
ro oOIlecTBa JEeTCKUX Bpayell, akKTUBHBINA 4ieH Bceco-
IO3HOTO OOIIeCTBa METCKUX Bpauyell M MeXIyHapOIHOM
accolManuy TMeauaTpoB, YIeH PEeIKOJUIETUN KYpPHAJIOB
«[lemguatpust», «Bompochkl oXpaHbl MaTEpPUHCTBA U JIET-
CTBa», neiictButenbHbIl wieH [lonabekoii, bonrapckoii,
®paHiysckoit akagemuit Hayk. M.C. MacioB (Kak ujieH
HUCTIOJHUTETLHOTO KOMUTeTa MeXIyHapOIHOM accolra-
LIMY TIeIMATPOB) yyacTBOBaJl B opraHuzaiuu [X Mexmy-
HapoaHoro KoHTpecca B Monpeaste (1959) [1].

Caetbiit 00pa3 M.C. MaciioBa — G0JIbIIIOTO YYEHOTO-
MBICTUTENISA, TleJarora, Bpaya BOCCO3IAIOT BOCITOMMHA-
HUS KoJuieT, yueHUKoB [1—5]. Micropust BpaueOHOI, Ha-
YUYHO, TeIarornueckoii, obIIeCTBeHHON AesTeTbHOCTH
M.C. MacnoBa noapo0Ho ocBenieHa B kaure [LJI. Mu-
kuptuaad «M.C. MacioB (1885—1961)» [1].

BepHocTh cBoeit npodeccuun — nenuatpun M.C. Mac-
JIOB TIPOHEC 4Yepe3 BCIO CBOIO XWM3Hb. B akTOBOW peun
Ha TOPXXECTBEHHOM 3acelaHuu, TTOCBSILIEHHOM 75-je-
o, M.C. MacnoB npousHec: «[lennatpust — 3To camast
yymecHast, caMmas OJjaropomHasi CIeluajbHOCTh. Ecim
OBl MEHSI CITPOCWIIM, KaKylo OBl Tpodeccuio s BBIOpal,
ecJi ObI OBIJT MOJIO, C TIOJTHOM OTBETCTBEHHOCTHIO TOBO-
pIO: s Moles ObI Ha TIeANaTPUIECKUN (haKyIbTeT».

3acayru M.C. MacnoBa B jelie pa3BUTUSI OTeude-
CTBEHHOI TIeauaTpuu BBICOKO olleHeHbl. B 1935 1
M.C. MacnoBy NpuCBOE€HO 3BaHUE 3aCTYXKEHHOTO JesITe-
st Hayk PCOCP, B 1943 1. mprcBOEHO 3BaHUE TeHepal-
Maiiopa MeIUUIMHCKOM cyk0bl, B 1945 . M.C. Macios
n30pan nericrButebHBIM wieHoM AMH CCCP.

B 1940 . M.C. MacnoB HarpaxneH opaeHoMm KpacHoit
3Be3apl, B 1946 . HarpaxkaeH opaeHoMm Tpymnosoro Kpac-
Horo 3HameHu, B 1947 . — opneHom JlenuHa, B 1948 . —
BTOpbIM opnieHoM Tpynosoro KpacHoro 3HameHu.

M.C. MacioB (1885—1961) Bolen B MCTOpHUIO KakK
OIIMH M3 KPYIMHEUIIINX POCCUNCKUX TTeANaTPOB, cHOpMU-
POBaBIIMIA OTHY M3 BEAYIIVMX HAYYHBIX MeIuaTpUIeCKUX
IIKOJT CTpaHbI, BHECIIMI OONBIION BKJIam B pa3BUTHE
OTEYECTBEHHOM TMMeANaTPUIeCKOil HayKu W TIPaKTUKMU.
Kak yueHsblii, iegaror, Bpau, o0111eCTBEHHBIH fAesiTenb Mu-
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Jlesanosuy B.B. u coaém. Beinatonumiics nesrens oreuectseHHoi neauatpur M.C. Macio (k 130-71€THIO CO IHS POXKACHUSI)

xawn CrernaHoBUY MaciioB SIBISIETCSI TOPAOCTBIO OTeue-
CTBEHHOU MEAMATPUIECKON HAYKHU.

Tpamguuuy HaydHOI TeAMATPUIECKON IIKOJbI aKasie-
muka M.C. MacoBa 6epeskHO COXpaHEHBI Y TTPOIOJIKEHBI
kadenpoit daxkynsrerckoit neauarpun JINIMU mon py-
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ITemqnaTpuyeckmii paxkyasrer ApoCJaBCKOro rocyiapCTBEHHOTO MeAUIIMHCKOTO
yHuBepcuTeTa (K 45-J1eTHIO CO THA 00pa30BaHNsA)

J1.D. HImonun

ApocnaBckuii roCYyAapCTBEHHbI MEOULIMHCKUIA YHUBEPCUTET

The Pediatric Faculty of the Yaroslavl State Medical University (on the occasion of the

45" anniversary of its foundation)

L. F. Shmonin

Yaroslavl state medical University

FOBODH O CEroAHSIIHEM JHE TeauaTpuiyeckoro a-
KyJIbTeTa, KOTOpPBI oOTMedaeT 45-1eTre, HeIb3s
He BCIIOMHMTB TeX, KTO CTOSIT Y €T0 UCTOKOB. DaKyIbTeT
Ob11 co3maH pukazoM MunzapaBa PCOCP Nel153 ot 19
nioHst 1970 . UmennHo B 60-e roasl XX Beka B KOJUIEK-
THBe SpOoCIaBCKOTO MEIMIIMHCKOTO WHCTUTYTa (HBIHE
SpociaaBckuii TOCyIapCTBEHHBI MEIULIMHCKUN YHU-
Bepcutet — AI'MY) oOpaszoBanach rpymrma nexuaTpoB
BBICOKOM KBaTM(UKAIIMU BO TJIaBe C 3aCTY>KEHHBIM JIesi-
tenem Hayku PCDOCP, mpod. Anekcanapoii UBaHOBHOIM
TutoBoit (cM. dorto). B ux uucne obutn npod. Tamapa
MartseeBHa lonukoBa, n.M.H. AHTOHMHA BacuiabeBHa
Bonkosa, k.m.H. Bacunuii JImutpueBuuy Cypkos, TaTbsi-
Ha Huxkutuuna HukonaeBa, Taucus [eopruesHa Kenes-
HoBa, Hanexna AnekcanapoBHa KoroBa u psin apyrux

COTPYAHUKOB Kadeapsl NEeTCKUX OoJyie3Hel JiedeOHOro
(akynbsrera. Ilon pykoBoactBom A.M. TutoBoii Obuia
co3maHa flpociaBckas memuaTpudeckas mkosa. MiMeH-
HO M3 ee¢ HeAp Yeprajl Kaapbl M CHIIBI TTeAUaTPpUUECKUIA
(baxkyBTET B TOIBI CBOETO CTAHOBJICHUS. B opraHuzaimio
(akynbreTa 00IbIION BKJIa BHEC MTEPBbIii IeKaH (PaKyib-
TeTa IOLEHT KadeIpbl HOPMATbHOM aHATOMUY AHATOJII
JMutpueBud XpycTaieB, MU3BECTHBIII CBOUM BBICOKUM
PO eCCUOHATTN3MOM.

Ipn craHOBICHUM TEAUATPUYECKOTO (haKyIBTeTa
HEOIICHUMYIO pOJIb CBITpaJl TIPONMOJIKATENb [ejia CBO-
ero yuureniss — npod. A.W. TutoBoit noueHT Bacunuii
JAmutpueBuy Cypkon (mipodeccop ¢ 1993 r). Bece cBou
CUJTBI ¥ 3HAHUSI, TAJJaHT OPTaHU3aTOpa M OOJIBIIION TTpaK-
TUYECKUIA OTBIT OH OTIABaJl ey BOCITUTAHMUS BBICOKO-

\

3acayxennslii nesareb Hayku PCOCP, npod. A.. TuroBa (B ieHTpe) ¢ COTPYAHMKAMHU U KIMHHYECKUMH OPIMHATOPAMH Kadeapsl

JIETCKUX 00JIe3Hei ﬂpocnascxoro MEIMIUHCKOIO UHCTUTYTA.
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Imonun JI1.®. Tlenuatpudeckuii hakyabreT SpociaBcKoro rocy1apcTBeHHOTO MeAMIIMHCKOTO YHUBepcuTeTa (K 45-71eTHIO CO IHS 00pa30BaHsI)

KBIM(UIIMPOBAHHBIX MeIUIIMHCKUX KaapoB. C 1977 .
B.1. CypkoB cran 3aBenyioniMm Kadeapoil rocruTaib-
Hoit neauatpuu; ¢ 1993 . kadenpy Bosrnasui pod. Bia-
numup MBanoBuu Mapyiikos, ¢ 2014 . — npod. Mpuna
MuxaitnioBHa MelbHUKOBA.

B ToMm ke rony Obuta opraHu3oBaHa Kadenpa haxkyib-
TETCKOM MeauaTpuu ¢ TIPOTIeNEeBTUKON NEeTCKUX 00Je3-
Hell Ha KIIMHWYECKOW 0a3e HETCKOTO OTIeJIeHUs Meau-
Ko-canutapHoit vactu HS HII3 u neTtckoro otmeneHus
o6onbHUIEI CeBepHOIT XKeJIe3HOM Toporu (3aBemyronias —
noueHT TarbsiHa Huxkutmuna Hukonaesa, mpodeccop
¢ 1989 1.). B 1984 1. u3 coctaBa Kadeapbl TOCITUTATLHOM
MeauaTpuu BbIIeIWIach Kadenpa meauaTpuu (akyib-
TeTa CHeNuaIu3alii W YCOBEPIIEHCTBOBaHUS Bpaydeit
(3aBepytomasi — goueHT Onwsra MropeBHa Iepacumo-
Ba, ¢ 2004 . — npod. Jlunus MBaHoBHa Mo3XyxuHa).
B 1998 r. u3 cocTtaBa Kadenpbl ToCIUTAIBHON TTeAUaTPUN
obpa3zoBayiack Kadenpa IOJUKIMHWYECKON TeauaTpuun
(3aBemytomast — npod. Haranus JleonnnosHa YepHas),
OCHOBHOM KJIMHUYECKOI 0a30i1 KOTOPOI CTaja JeTCKas
noaukiInHuKa No5.

B cenTs6pe 1975 . 66111 co31aHBI el1ie IBe TeauaTpr-
yeckue MpouIbHbIe Kadbeaphl: IeTCKOW XUpypruu (3a-
Benywoumii — noueHT KOpuii [TpokonseBuu [y60B, Tipo-
deccop ¢ 1987 1., ¢ 2004 . — npod. Banepuit Denoposuu
bnannuHckuil) n gerckux wHbeKu (3aBeayromas —
noueHT Tancusa [eopruesna XKene3nona, ¢ 1984 . — nmo-
ueHT Bnagumup IetpoBuu Kucenes, ¢ 2006 . — g01eHT
WBan IepmaHoBuuy CutHukos, mpodeccop ¢ 2008 r).
B 1974 . 6buM opraHM30BaHbI TTPOUIbHBIE Kadenpbl
neauaTpuyeckoro (akyabrera Ha KIMHUYECKOW Oase
oonbHUIEI CeBepHOI Kee3HOol moporu: Kadeapa Xu-
pypruueckux 6osie3Heit (3aBenyroninii — npod. Hukomnai
INerpoBuu [MammyTuc, ¢ 1990 . — mpod. [epman Anekcee-
Bu4 CyxaHos, ¢ 2004 r. — mpod. FOpuit KoncTanTuHOBMY
AnexcaHapoB), Tepanuu (3aBeayroiuii — npod. Enena
JleonunoBna MBanoBa, ¢ 1980 . — moruieHT AJnekcaHip
AnexceeBnu 3ot1oB, Tpodeccop ¢ 1994 1., ¢ 2008 . —
npod. Aunpeii EBrenbeBuu KpaTHoB).

B HacTostiiee BpeMsT CTYIEHTHI TleIuaTpUIeckoro a-
KynbTeTa o0yJaroTcst Ha 44 kadenpax yHusepcureta. [1pe-
roaBaHne HeMPOMWIBHBIX TUCIIUTUTMH BeleTcs Ha 38 Ka-
denpax, oOumx g BceX (PaKyIbTeTOB YHUBEPCUTETA.
Ha 6 mpoduibHBIX Kadeapax MmeauaTpuIeckoro (akyib-
TeTa YUCIEHHOCTb MPO(eccopCKO-TPernonaBaTeIbcKoro
coctaBa coctapisieT 51 yenoBek. M3 HUX mpernomaBaresneit
C yYeHBIMU cTerleHIMHu — 78,4%, B TOM YUCIie TOKTOPOB
HayK — 21,6%. Ha daxynbrete obyvarorcst 860 cTyaeHTOB,
u3 HUX 212 — Ha BHeOwKeTHOM (hriHaHcupoBaHuu. Ot 20
110 42% CTyIEHTOB Ha pa3HBIX Kypcax 00ydaroTcs IMo 1iesie-
BOMY HabOpy ¢ pa3HbIX TeppuTOpHii Poccun: SIpociaBckoit,
Bonoronckoii, Koctpomckoii, Kamyxckoit, Bragumup-
ckoil, MockoBckoit, bpstHckoii, MypmaHcKoii o61acTu.

B cooTBeTCTBMM ¢ ycTaBOM YHUBEPCUTETa PYKOBOJISI-
KM opraHoM dakyssreTa siBisiercs: CoBer akybreTa,
KoTopblit Bodriasiser ¢ 2007 . aekaH ¢akyJbTeTa, 10-
LIEHT Kadeaphl TOCTUTATLHON TIeINaTPUN, 3aCTy>KeHHBII

Bpauy P® Jleonnn @enopouy [lImonnH. B cBoeii paboTe
CoBeT OpMEeHTUPOBAH Ha TOBBIIIeHUE 3(DPEKTUBHOCTH
CHCTEMBI YIPaBJICHUS KavyeCTBOM 00pa30BaTebHOTO,
Hay4YHOTO M BOCITMTATEIbHOTO TIpoliecca Ha (haKysbTe-
Te. JI1s1 9TOM 11e1M M TeKyIlero MOHUTOPUHTa KauyecTBa
TMOATOTOBKM CTYIEHTOB 3a TOCJIeHNE TOIbI B Y4eOHOM
npoliecce Ha (haKyIbTeTe BHeApeHa OalsTbHO-PEUTUHTO-
Bas CCTeMa, MHTEPHET-TECTUPOBAaHNE, aKTUBHBIE U MH-
TepakTUBHbIC (hopMbl 00yueHus u ap. Ha nmpoduibHbIX
Kadeapax ocodboe BHMMaHUE yIeNsieTCsl TMPaKTUYeCKOu
MOATOTOBKE BHIMTYCKHUKOB, TOTOBHOCTH WX K CAMOCTOSI-
TeJbHOM TIpodeccuoHaIbHOM aesaTeTbHOCTr. DaKkyabreT
IIUPOKO U3BECTEH HAYYHBIMU U TTPAKTUYECKUMHU TOCTHU-
JKEHUSIMU B PA3TUIHBIX 00JIACTSAX TIEANaTPUU U B TIEPBYIO
odepeib B IETCKOM MYyJTbMOHOJIOTHH, IETCKOM KaparuoJio-
TUU, TETCKON XUPYPTHHU.

TTpodunbHble Kadeapbl SIBISIOTCS y4eOHO-METONU-
YeCKUMU IIeHTpaMU 1 JUTS MPaKTUYeCKUX Bpauell ropona
n obnactu. PaspabarbiBaeMble HaydHbIE HCCIIETOBAHUS
HOCAT TIPUKJIAIHOW XapaKTep W HarpaBJIeHbl Ha pellleHNe
3amad 3IpaBoOXpaHeHMs perroHa. Tak, Ha Kadempe roc-
MUTATBHOM MeANATPUU U3yJaroTCs BOMPOCHI MaToreHesa,
KIIMHAYECKNX OCOOCHHOCTEH M JIeYeHUsT OpPOHXOJIErod-
HbIX 3a0osieBaHuit. Kadenpa gakynsrerckoit nenuarpuu
C TIPOTIEAEBTUKON JEeTCKUX OOJNie3Hel pa3pabaThiBacT
JMUATHOCTUKY U JIeYeHWe TaTOJIOTUM CepAeUYHO-COCYIU-
cToif cucteMbl. Kadenpa MoOIMKIMHUYECKOW TeAUaTPUR
n3ydaeT (aKTOpbl, BIUSAIONINE HAa COCTOSTHUE 3I0POBbS
¥ pa3BUTHE IeTeil, yaacTByeT B peann3aunu OenepaaTbHbIX
LIEJIEBBIX TIPOTPaMM, 3aHUMAETCs TpoOieMaMy JUarHO-
CTUKU 9K03aBUCUMBIX 3a00JIeBaHUI U UX TTPOPUITAKTUKH.
Kadenpa merckoit Xupypruy 3aHUMAaeTCs TpoOJieMaMi
JIETCKOI OpTOTIETUY W YPOJIOTHU, XUPYPTUN HOBOPOKIEH-
HBIX U THOMHO-cenTUueckux 3abdosneBanuii. Kadenpa xu-
pPyprum TieIuaTpudeckoro (akyibpTeTa — JUArHOCTUKOM
¥ JIedeHWeM DHIeMUYecKOro 300a, mpobiemMoli mradera
u ero ocioxHeHuit. Kadenpa tepanvu — BorpocaMu UM-
MyHOITaTOTeHe3a, KOMIUIEKCHOM Teparu ¥ TPOMUIaKTh -
KW TIpU peBMATUUYECKUX 3a00JIeBaHUSX, UIIEMUYECKOMN
0oJIe3HM cepila, MaTOJOTMU IIUTOBUIHOMN KeJe3bl.
OOpa3oBaTtenbHasi porpaMmMma axyssrera 1o rneauaTpun
B 2013 & m 2014 1. Bonwia B «JIyuyme oOpa3oBaTebHbBIC
MPpOTpaMMbl HHHOBAIIMOHHOM Poccrm».

B reuenue 30 net, mo 2007 1. nekaHoM bakyJibTeTa ObLIT
IIOLICHT, 3aBeAYIONINiT Kadeapoit oO1Ieit TMTMeHbI, 3aCIy-
JKeHHBI pabOTHUK BEICIIEl KOl FOpuit AnlekcaHapo-
BUY BypoB, KOTOpBIt MHOTO CHJT M 9HEPTUM OTHANl OpTra-
HU3alM1 y9eOHOTo Tpoliecca Ha (pakyJbTeTe, TIPU 3TOM
ObIT Bceraa MPUHIIUITHAIEH, OTEYECKU CTPOT U TpeboBa-
TeJIeH KaK K CTyJIeHTaM, TaK U K MperoaaBaTesisM.

3a mocJieHe TOIBI B IeKaHaTe BHEIPEH MPOrpaMMHBII
3JIEKTPOHHBIN Monyib «ba3za manHbix ctyneHToB AIMY»
W BJIEKTPOHHBIN JTOKYMEHTOOOOpPOT Kadeapa—aeKaHaT—
pekTopat. [lekaHaT OCYIIECTBIISIET KOHTPOJb 3a pabo-
TOI Kacdeap, CBSI3aHHON ¢ OCHOBHBIMM HaTpaBICHUSIMU
JeSITeTbHOCTY YHUBEPCUTETA: OpTaHM3allMOHHOM, opra-
HU3aIMOHHO-METOANYECKOM, HayYHO-MCCIIea0BaTeb-
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CKOM1, BOCTTUTATEIbHOI, COBMECTHOM pabOTBI C OpraHaMu
MPaKTUYECKOTO 3ApaBOOXpAaHEHUSI, a TakKKe C MaTepu-
aJTbHO-TEXHUYECKMM OCHAIIEHWEM YYeOHOro IMpolec-
ca. B mocienmHure Tombl akIeHT OBIT clejlaH Ha COBEp-
IIEHCTBOBaHWE KOHTPOJISI 3HAHUI CTYAEHTOB, TEKYIIETO
UM UTOTOBOTO TECTOBOTO KOHTPOJISI, OATbHO-PEUTUHTO-
BOIi OIIEHKE WX 3HAHWIA, eXKeTOMHOM MEXIUCIIUTIINHAD-
HOM T€CTUPOBAHUM OCTATOUYHBIX 3HAHUI CTYJIEHTOB, BHE-
JIPEHUM aKTUBHBIX 1 MHTEPAKTUBHBIX METOIOB OOYIeHU,
u3naHun yueoHo-meroanueckux nocoduii. C 2010 r. BBe-
JIeHBI eIMHbIE TTPUHIIUTIBI PEUTUHTOBOM OLIEHKH YIeOHBIX
JIOCTUKEHU CcTyneHTOB, ¢ 2011 . — peliTMHrOBasI OlleHKa
pesyawsratoB [MAB, ¢ 2012 . — cucrema ¢akyabTeTCKOro
pEeWTHUHTA CTyAEHTOB.

C 2012 . cuctema KOHTPOJISI yCTIEBAeMOCTU MHTETPH -
poBaHa C CHCTEMOI 3JIEKTPOHHOTO JTOKYMEHTOO0OpOTa
(CB) ynusepcuteta. IlocpeactBom COJI ocyiecT-
BJISIETCS TTOCTYIUJIEHUE ¢ Kadeap aTTeCTallMOHHBIX BEIO-
MOCTE M OTYETOB O XOJ€ JMKBUAAIMU TeKYyIIeh 1 aKka-
TMEMUYECKOM 3amo/bKeHHOCTH. OCYIEeCTBICH Tepexos
K TpexcTyrneH4aTtoii (opMme NMpOoBeAeHUs aTTeCTAllMOH-
HBIX ucnblTaHnii. CoBeplleHCTBOBAHME 00pa3oBaTelb-
HOTO TIpoliecca ONMMpaeTcsl Ha TpPamgUIMOHHBIE (HOPMBI
opraHu3alMu ydyeObl: WHTerpamuio (KOOpAuHAIIWIO,
KOMITJIEKCUPOBaHUE U MPEEeMCTBEHHOCTh), MHTEHCUDU-
KaIuio, YHU(PUKAINIO, YIeOHO-UCCIIeOBaTEeIbCKYIO pa-
00Ty, pobsieMHoe oObyueHre. bosbIyto moMolib B yueo-
HOM TIpOllecCe OKa3biBaeT OMOIMOTeKa YHUBEPCUTETA,
KOTOpasi 3a MOCJeJHUE TO/Ibl CTajlla COBPEMEHHBIM OUO-
JIMOTEYHO-WH(MOPMALIMOHHBIM TIEHTPOM, 00J1aIafoIIuM
COOCTBEHHBIMU 3JIEKTPOHHBIMU PeCypcaMM 1 0OecTieuu -
BaOIINM JOCTYN K MUPOBBIM WH(MOPMAIIMOHHBIM CETSIM
1M BO3MOKHOCTBIO TOJIb30BaThCcsl MMUPOBBIMU MHGbOpPMa-
LIMOHHBIMU pecypcaMu yepe3 ceTb VIHTepHeT.

CTyeHTbl HAYAJIbHBIX KyPCOB MOJTYYaloT 0a30BbIe 3HA-
HMS TI0 LIMKJIaM €CTeCTBEHHOHAYUYHBIX U MEIUKO-01O0JI0-
TMYECKUX TUCLUTUTAH. 3HAHUS, TTOJIyYeHHBIE TTO BhIIIICHA-
3BAaHHBIM TUCHUTIIMHAM, 3aKPETISIOTCS Y JOTIOTHSTIOTCST
B JaJTbHEWIIIEM TIPU U3y4eHUN KITMHUYEeCKUX KypcoB. [1pe-
rolaBaHKe Ha TIEPBBIX 3 Kypcax CTyAeHTaM TeauaTpuye-
CKOTO (DaKyyIBTeTa MPOBOIUTCS B CEMU YIeOHBIX KOPITycax
YHUBEPCUTETA, a Ha TIOCIEAYIONTNX Kypcax — Ha KIIMHIYE-
CKUX 06a3ax, B Ka4eCTBe KOTOPBIX IJIsT MPOGMUIBLHBIX Kadeap
(bakynbreTa MCIONB3YIOTCS JETCKUE OTHETEHUsS] MHOTO-
MTPOMWIHLHBIX TOPONCKUX OONBHMII, METCKOW KIMHUIEe-
cKoM 00sBbHUIILI Nel, 00J1acTHOM HEeTCKON KIMHWYECKOM
OOJILHUIIBI, TOPOXHOW KIMHWYEeCKOW OobHMIEI CeBep-
HOW JXeJIe3HOM JOPOTH 1 JeTCKUE MTOJTMKIMHUKY TOPO/Ia.

B yueOHOM TIpoliecce MUPOKO MCIIONB3YeTCsT COBpe-
MEHHOE JMarHOCTUYEeCKOe W JieueOHOoe 00OopymoBaHUE,
B OCHOBHOM IpUHAIJIeXallee KIMHUYECKUM 6a3aM Ka-
deap. DTo 00IaCTHOI TTIepUHATATBHBINA IEHTpP, OETCKUIA
KJIMHUKO-IUArHOCTUUECKUIA LIEHTP U OTAETCHUS IeTCKOM
00JIaCTHON KJIMHMYECKO OonbHMUIBI. OCHaIIeHbl CO-
BpEMEHHOM ammapaTypoil AeTCKU KapauOJIOTHUECKUIA
LIEHTP KJIMHMYecKoil 6oabHUIIBI Ne10) — ocHOBHasi 6a3a
Kadeapsl (haKkyIbTeTCKOW TeMUaTPUN U PeCITUPaTOPHBIIA
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HEHTP IEeTCKON KJIMHWYECKON OONMbHUIILI Nel — OCHOB-
Has 6asa Kadeapbl rocruTalibHON neauarpuu. HayuHo-
TEOPETUYECKUI U TIPAKTUUECKUI YPOBEHb 0OeCTIeYeHUsI
Y4eOHO-BOCIUTATEIBLHOTO MPOLECCA JOCTATOYHO BBICOK
U COOTBETCTBYET COBPEMEHHBIM TPEOOBAHUSIM TTOITOTOB-
KU CTIELINAJICTOB.

Ocoboe BHMMaHNMe Ha KIMHWYECKUX Kadeapax yae-
JISIETCSl OOYUEHUIO MPAKTUYeCKWMM HaBBbIKaM. 151 3TOrO
KaXXIbIA CTyIeHT 3amoyiHseT « KHIKKY yJyeTa TpakThde-
CKUX YMEHUI CTyIeHTOB 2—6 KypCOB TeAMaTPUIECKOTO
dakynabTeTa», KOTopasi JaeT BO3MOXHOCTb OTCJIEXMBaTh
W WHTETPUPOBaThH OOy4YeHUWE TPaKTUUYECKUM HaBBbIKAM
¥ YMEHUSIM KaK Ha TIPaKTMUYECKUX 3aHATUAX, TaK M Ha
MPOM3BOJACTBEHHOM TpakThUKe. JIIsT coBepIlIeHCTBOBA-
HUST MPAKTUIECKOM IMMOATOTOBKU CO3[aH YUeOHBIM IIEHTP
(GOpMUPOBAHUS W COBEPIICHCTBOBAHUST MPAKTUIECKUX
HaBBIKOB, (DYHKIIMOHUPYIOLIUI yXe Oosee 5 yieT. B mipo-
1ecce OTpabOTKM MPaKTUYECKUX HABBIKOB Ha TpeHaxKe-
pax akIeHT JeaeTcs Ha TEXHOJOTUIO BBITIOJTHEHUST TOM
WA WHOW MaHUTIYJISIIAW TI0 TIPUHIIAITY MOJCTNPOBAHUS
npodecCUoHaNbHOM NesITeIbHOCTU. B 11ieHTpe mpoxoasar
MOJATOTOBKY CTYIEHTHI ¢ 1-ro Kypca. Ii1s1 oTpaboTKu Ha-
BBIKOB, HAUMHAasA C MPOCTEUIINX MPOLEAyp yXoaa U 3a-
KaH4YMBasi TAKTMKOW BpauyeOHbBIX MAHUITYJISILIAIA, B IICHTPE
MPeAyCMOTPEHBI YIeOHbIE MOIETA PAa3HBIX METUITMHCKUX
ctpyKTyp. CTyAeHTBI MJIAAIINX KYPCOB UMEIOT BO3MOXK-
HOCTb OTPabOTaTh OCHOBHBIE HABBIKM yX0Ja 3a OOJbHBI-
MU C MATOJOTUEN CepIeYHO-COCYIUCTOM, NBIXaTeIbHOM,
MUIeBapUTETbHOM, MOYEBBIIETUTEIEHOM CUCTEM, B TOM
Yyycae 3a TalUeHTaMU C JUTATETbHO He3aXKWBAIOLIIMMU
TPOUUECKUMH paHaAMM, MPOJEXKHIMU W JIPYroud Xu-
PYPruyecKOi MaToJOTUEN KOXU C MCMOJIb30BAHUEM Ca-
MBIX COBPEMEHHBIX TepeBsA30YHbIX MaTepuanoB. C 4-ro
Kypca 3aHsITUSI CTPOSITCS MO MPUHIMITY MPAaKTUYECKOTO
pellIeHUsT CUTYallMOHHBIX 3a1a4 TT0 OKa3aHWIO HEOTIOXK-
HOI TIOMOIIIM B KPUTUYECKUX CUTYalIMsIX. Bce KaOMHETHBI
LIEHTpa OCHAIIEHBI MYJIBTUMEINHHBIMA WH(MOPMAILIMOH-
HBIMU CHCTEMaMU, TIO3BOJISIIOIINMH BO BpeMsT 3aHSATHIA
MOKa3bIBaTh oOyJaroire (GUIbMBI U TIPe3eHTALNU, ITPO-
BOIUTH MPSIMBbIE TEJIETPAHCIISIIUK oTlepalnii. B ycaoBusx
y4eOHOTO IIeHTpa CoJepXaHWe OOy4YeHUs HaIlpaBIeHO
He TOJIbKO Ha TIpUoOpeTeHNe CTyAeHTaMU1 OTAETbHBIX Ha-
BBIKOB, HO U Ha 00y4YeHUe X paboTe B KOMaHJE, BbIpa-
0OTKY HaBBIKOB OOILIEHUS C MallMeHTaMM.

Bonbioe BHMMaHUWE yHenaseTcsl HaydyHO-UCCIEN0-
BaresbcKoil pabote cryaeHToB. [IpeacraButenu neaua-
TPUYECKOTO (DaKyabTeTa €XErOQHO CTAaHOBATCS Tobe-
MUTEISIMM, TIpU3epaMu W JUTUIOMaHTaMU POCCUNCKUX
MEXBY30BCKUX CTYyIEHYECKMX HAyYHBIX KOH(MEPEeHIINIA.
B pamkax paGoThl CTyIeHYECKOTO HAydyHOTO OOIlecTBa
(CHO) B yHuBepcureTe exeronHo npoBoautcst Beepoc-
cHiicKas HaydHO-TIpaKTHUecKasi KOH(epeHIUs CTymaeH-
TOB M MOJIOABIX YYEHBIX C MEXIyHApOIHBIM yJacTHEeM
«AKTyaJIbHbIe BOIPOCHI MEIUIIMHCKON HayKW», IO UTO-
raM paboThl KOH(EpPeHLIMU BBITycKaeTcs (B TMEYaTHOM
U 2JEKTPOHHOM hopmarte) COOPHUK HAYUHBIX padOT CTy-
JIEHTOB M MOJIOABIX yUyeHbIX. B HosiOpe 2014 . cTyneHTHI
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Imonun JI1.®. Tlenuatpudeckuii hakyabreT SpociaBcKoro rocy1apcTBeHHOTO MeAMIIMHCKOTO YHUBepcuTeTa (K 45-71eTHIO CO IHS 00pa30BaHsI)

¢dakynbTeTa yyacTBOBaJiM BO Bcepoccuiickoil cTyneH-
yeckoi ogumnuane no neararpuu B Cankr-IletepOyp-
re U 3aHsUIM 5-€ MecTo cpenu 32 yyacTBOBABIIMX B Hel
By30B. CTparermyecKkuM HarpaBjJeHUEeM YKpPETUJICHUS
CBSI3W Y4eOHOTO TIpoliecca C JieUeOHBIM SIBJISIETCS ILM-
pPOKOE yJyacTue CTYyIEeHTOB, OCOOEHHO CTapllMX KypCOB,
B JIeueOHO-NPO(MIaKTUUECKOW U OpraHU3allMOHHO-Me-
TOIUYECKON paboTe OTHeJeHUs, OOJMLHUIILI, ITOJTUKIIH-
HuKU. DopMEBI 1 coiepkaHNe 3TO paboThl MHOTOOOpa3-
HBI M 3aBUCST OT CIel(pUKU CIeMaTbHOCTH (3aHSTUS
B kKpyxkke CHO, mpousBoacTBeHHasI MpaKTUKa, MpakTh-
YecKMe 3aHSTHUSI, IeKypCTBa U T.I1.).

CBs13b yueOHOTO Tipoliecca (hakyabTeTa ¢ OCHOBHBIMU
3a/lauaMu TPaKTUYECKOTO 3/paBOOXPAHEHUsT OCYIIECT-
BJISIETCSI CIIEYIOIIUM 00pa3oM:

* B paMKax JIefCTBYIOIIEr0 00pa30BaTeIbHOTO CTaHIap-
Ta TIPOBOIMTCSI KOPPEKIIMST YUeOHBIX TIJIAaHOB U pabo-
YUX TTPOTPaMM C Y4€TOM MECTHBIX YCJIOBUI (hOpMUPO-
BaHMSI 3MO0POBbSI U PETMOHAbHOM MaTOJIOTUH;

*  TIpUBJIEKAIOTCS K TIPETNOAaBaHNIO KIMHUYECKUX JTUC-
LIUTJIMH HauOoJiee OTBITHbIC BpauM JIEYEOHBIX yupe-
JKIEHU, TJIaBHBIE CTIeIIMAIMCThI IerapTaMeHTa 31pa-
BOOXpaHeHUsI U (papmaliuy 00J1acTu;

* TIperojaBaTeld W CTYACHTbl aKTMBHO YYacCTBYIOT
BO BpayeOHbBIX KIMHUYECKUX U KIIMHUKO-aHATOMUYE-
CKMX KOH(MepeHILUsIX, ceMrMHapax, o0xomax, KOHCH-
Jnymax (Bce KInHuYeckue kadeapni);

* TJIaBHBIE CMIEIUAIMCTHI IenapTaMeHTa 3[[paBOOXpaHe-
HUSI y4acTBYIOT B padote ['DK;

* TIperojaBaTe/id TPUBJIEKAIOTCS K JeITeIbHOCTHU
B Pa3IMYHBIX MHCTAHLMSIX JernapTaMeHTa 3ApaBo-
oxpaHeHHUs (KOJIJIeTUsl ierapTaMeHTa 3[paBoOXpaHe-
HUsI, aTTeCTallMOHHbIE KOMUCCHUM, BHEIITATHBIE TJIaB-
HBIE CTICLUATMCTHI).

B Teuyenune mocnemHux Jjetr B BbiBomax locymap-
CTBEHHOI 3K3aMEHAllMOHHOW KOMWCCHUM OTpaxajoch,
yTo npodeccuoHaabHasl TOATOTOBKA BHIITYCKHUKOB Tie-
nuatpudeckoro ¢akynasreta IITMY, Mx HpaBCTBEHHBIN,
KYJBTYPHBI ypOBEHb COOTBETCTBYIOT COBPEMEHHBIM Tpe-
OOBaHUSIM, TPEIBSBISIEMBIM K MOJIOJBIM CIIEIIMATNCTaM.

3aMHTEPECOBAHHOCTh TPAKTUYECKOTO 3/IpaBOOXpa-
HEHMSI B CIeIMaIMCTax, BBIMYCKHUKAX TeAuaTpuIecKo-
ro (akynsrera SAI'MY, 3a nmocnenHue roabl COXpaHsIeTCs
M CyIIEeCTBEeHHO He MeHsieTcs. [Ipu ompoce paboromaTe-
JIei U3 IPaKTUYECKOTO 3APaBOOXPAaHEHUSI MMyTeM aHKEeTH-
pOBaHUSI O KOMIIETeHLIUSIX BbITycKHUKOB SAII'MY, ripoBe-

JEHHOM OTHEJIOM KadyecTBa 0Opa30BaHUSI M WHHOBALIMIA
YHUBEpCUTETA, OBIIM TTOJYyYeHBI CIEOYIONINe pe3ysibTra-
ThI: HauboJiee yIOBIETBOPEHBI KaUYeCTBOM 00pa30BaHUS
Te paboToAaTen, KOTOpble paboTalOT ¢ BBITYCKHUKAMU
MeaINaTpUIecKoro (hakyiabTeTa (IOMMHUPYIOT OTBETHI
«yIOBIETBOpeH» — 76%, «yIOBJIETBOPEH, HO HE B MOJTHOM
Mepe» — 24% 1 TIOJTHOCTBIO OTCYTCTBYIOT HEYIOBIIETBO-
pPUTENIbHBIE OTBETHI).

OtaenoMm KauecTBa oOpa3oBaHUsI YHUBEpPCHUTETa
ObIJIO TIPOBEEHO aHOHUMHOE aHKeTupoBaHue 99,2%
BBIITYCKHUKOB TT0 CaMOOLIEHKE OCBOCHUSI MPAKTUIECKUX
HaBBIKOB. MHeHNE BBIITYCKHUKOB 00 YpOBHE CBOE TTPO-
(eccuoHaIbHOM MOATOTOBKUA TIPUMEPHO COMOCTAaBHMO
¢ MHeHUeM pabortonatesneir. Hanbobias yaoBIeTBOpeH-
HOCTb HAaOJIONAeTCsT Y BBIMTYCKHUKOB TEANATPUYECKOTO
dakyneTeTa («yaoBIeTBOpeHbI» — 50%, «yIOBIETBOPEHHI,
HO He B TIOJTHOI Mepe» — 50%). DTu naHHbIe YKa3bIBAlOT
Ha JOCTaTOYHO XOPOIINI ypOBEHb KOMITETEHIIMY BBITTYCK -
HUKOB Teauarpuueckoro ¢akyabrera. Takum obpasom,
1O pe3yabTaTaM CaMOOLIEHKH, TIOAABJISIONIee YMCIIO Ha-
IIUX BBITYCKHUKOB HETIJIOXO TTOATOTOBJIEHBI K JaJbHE -
LIel MpakKTUIeCKol paboTe, C y4eTOM TOTO, YTO BIIEpEIU
Yy HUX TIOCJIEANTUIOMHBIN 3Tar o0ydeHHs. DTO MOATBEP-
KIAI0T M OJarONpUsSITHbIE MUCbMEHHBIE OT3BIBBI TIPEI-
CTaBUTEJIEH TTPAKTUUYECKOTO 3IPaBOOXpaHEeHUsI 0 paboTe
HaIlIMX BBIMMYCKHUKOB. OHU OTMEYalOT BEICOKMI YPOBEHb
MOATOTOBKHU, TTO3BOJISIONINIA BBITTYCKHUKAM JIETKO afar-
TUPOBATHCS K U3MEHSIONINMCS TTPAKTUIECKUM TpeboBa-
HUSIM, UCXOJISl U3 peaiuii Halllel XXU3HU. 3HAUUTEIbHbIN
BKJIaJI BHOCUT (DaKyJIBTET B KOMITJIEKTOBAHUE BpauyeOHBIX
KanpoB fpocnaBckoii, Bomoroackoit u Koctpomckoit 06-
nacteit. Yxe B Havase 2015 . 57% ctyneHToB 6-ro Kypca
3aKJIIOYMJIN IOTOBOpa ¢ TEPPUTOPUATBHBIMU OpraHaMU
3IpaBOOXpAaHEHUs TIO 1IeJeBOM MOATOTOBKE B KIMHUYE-
CKOIl MHTepHAType C TMOCIEAYIOIIUM KOHKPETHBIM Me-
CTOM TPYIOYCTPOMCTBA.

3a roabl CyIIecTBOBaHUS (haKyabTeTa MOATOTOBICHO
6113 Bpaueii-mequaTpoB, a TakXKe Bpadeil IpyTrux Crieu-
aJTbHOCTE !, KOTOPBIE YCIIENTHO TPYASATCS B TPAKTUYECKOM
3IpaBOOXpAaHEHUM, 3aHUMAIOTCS AIMUHUCTPATUBHOM
paboToii, HayYHBIMU UCCIETOBAHUSIMHU, TIeIarOrNIeCcKOi
NesITeIbHOCTBIO (cM. Tabsuity). [1pakTruuecku Bce MoJio-
JIble TperoaaBaTesd MOATOTOBJICHBI B CUCTEMe OpAWHA-
Typa — acmMpaHTypa U3 YMCJIa BBIMTYCKHUKOB (haKyIbTeTa.

bonee 40 BBITYCKHUKOB CTaju TIperofaBaTeIsiMu
dakynbrera: 1.M.H. MU.B.MBanoBa, 1.M. MenbHMKOBa,

Tabauya. Beinyck Ha neauaTpudeckoM GakyiabreTe 3a NOCaeAHuE 5 et

Dopma obydeHust 2010 2011 2012 2013 2014 .
bromxetHoe 125 117 123 126 114
BHeoOomxeTHOE 14 18 14 12 10
Bcero... 139 135 137 138 124
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JI.L. Moszxyxuna, T.A. Pymsuuena, E.Il. CurHukosa,
W.T. Cutnukos, E.M. Cnusak, O.I. YenHokosa, B.B. I1u-
JIGHKOBA, KaHAMIAThl MEAMIIMHCKNUX HayK O.A. AJleHKI1Ha,
T.B.Kopa6nesa, B.B. Hecrepos, E.C. Yrnos, C.1O. LL5I-
HoBa u ap. B pamkax ¢enepanbHoOit nporpammbl «Poc-
CUICKHME WHTEUIeKTyallbHbIe pecypchbl» fpociaaBckast
obsiacTHast oOIecTBeHHas opraHusauusi Poccuiickuii
COI03 MOJIOJIEKU M MApUs T. SIpocyiaBiist MocaeaHUe TOIbI
M3IAI0T CIIPaBOYHUK «JIydIie BEITYCKHUKY IITKOJT Y By30B
SpocnaBckoii 06J1acTH», B KOTOPBII €KEroIHO BXOJSIT BbI-
MYCKHUKM TleauaTpuyeckoro ¢akyasrera AIMY.

Ha daxynbsrete co3maHbl yCIOBUS IS TTOBBIIIEHUS
KYJIBTYPHOTO YPOBHSI CTYAEHTOB, WX TapMOHUYHOTO
pa3BUTHUSI W BOCMUTAHUS, PeEau3ylOTCs OOIIEeCTBEH-
Hble W KYJIbTypHBIE TIPOEKTHl U MHULMATUBEL. Pabota
IO aJanTalyy CTYAEHTOB K 00Y4EeHUIO B BBICIIEH IIKO-
JIe HaYMHAaeTCsl C TIepBBIX JHEH yueOnl. bonbinyo posib
B OTOM TIPOIIECCE WMTpaloT KypaTOpbl aKaleMUYeCKuX
CTyIeHYeCKUX Tpyrm 1-ro Kypca. [TepBOKypCHUKM aK-
TUBHO BOBJIEKAIOTCS BO BHEYYeOHBIE MEpPOTPUSITHS,
Oonaromapsi aesiteibHOCTM CTyJAeHUECKOTO COBEeTa aka-
neMuu. TpaAuLIMOHHBIMU MEPOTPUSATUSIMU  SBISIOTCS
Henb 3HaHuit, JleHb mepBoKypcHUKa, JleHb HallMOHAb-
HBIX KYJBTYD, BBICTYIIJIEHUS CTYIeHUECKOTO TeaTpa 3CT-
pagHBIX MUHUATIOP, [TymIKMHCKUI Oayi, CIIOPTHBHBIN
npa3gHuK «BDcTtadera mokoyseHui», TaTbsIHUH JCHD,

OPUINHAJIbHBIE CTATbU NCTOPUS NEQNATPUN

«CTyneHb Ha Jiby». boJiblilyio MomyasipHOCTb TPUOOpe-
Ju uHTeJIeKTyanbHblie UTphl «UTo? [ne? Korma?» mexmy
CTyIeHTaMU W TIpErojaBaTeIsIMUA, BBICTABKU XYHIOXE-
CTBeHHOU (oTorpadum, aKkTUBHO pabOTAIOT OOBEINHE -
HuUg 1o uHTepecaMm (¢oTo, IaxmMarhl, TaHIbl). Peann-
3yIOTCSI pa3HOOOpa3HbIe TBOPUYECKHE MPOEKThl («Most
manasi Ponuna», «/lens [Tobenb» 1 ap.), Crioco0CTBYIO-
IIMe MaTPUOTUYECKOMY M TpakKIaHCKOMY BOCTIUTAHUIO
MoJiofiexku. BaxHeieil 4yacTblo NesITeIbHOCTU SIBJISI-
IOTCSI MEPOTIPUSITHSI CTTIOPTUBHO-03/I0POBUTEJIbHONW Ha-
MpaBAeHHOCTH, BY30BCKUE CTIapTaKKUaabl ¥ OJIMMITHAAIBI.

Takum oOpa3om, MHOTOJIETHUI OIBIT pabOTHI Me-
IMATPUYECKOTo (aKyJbTeTa ITOKa3bIBaeT, 4TO COMAep-
J)KaHWe, YpPOBEHb M KaueCTBO TOATOTOBKU TIO CITELM-
aJTbHOCTU  «TIeIMaTpUsl» COOTBETCTBYIOT TpeOOBaHUSIM
rocyapCcTBeHHOTO oOpa3oBaTelbHOro craHaaprta. Ilom-
TOTOBKA OCYIIECTBJISIETCS KBaTU(PUIIMPOBAHHBIMU Kajl-
paMM Ha JOCTATOYHO BBHICOKOM HAyuHOM U METOIMYEC-
CKOM YPOBHE C MCIIOJIb30BaHUEM IIEPEIOBOTO OITbITA.
DaKyIeTeT UMEET BBICOKOMPOMeCCUOHATBHBIN TIpodec-
COPCKO-TIPETOIaBaTeIbCKUI KOJUIEKTUB C XOPOIIIeH mep-
CTMIEKTUBOI pPa3BUTHUSI, €ro BBITYCKHUKU TIOJb3YHOTCS
CIIPOCOM M UMEIOT 3aCJTy>KeHHBI aBTOPUTET B TTpaKTUYe-
CKOM 3/IpaBOOXPaHEHWHU 1 TOCTOMHO TpencTaBisior Apo-
CJIaBCKUIA TOCYHApPCTBEHHBI METWUIIMHCKUI YHUBEPCU-
TeT B JIeueOHBIX yupexxaeHusx Poccuiickoit Deneparmu.

TMoctynuna 19.05.15

Brumanue onewamka!

B Ne4 32 2015 rom Ha c. 19 B ctathe FO.H. IeMeHTheBOI "MIMMYHOIOTMUECKIE aCTIEKTHI TPYIHOTO BCKapMIIMBAHUS "
JIonylieHa oredarka. B mepBom a63atie, B npemioxkeHnn «B rps3HoM Moiioke comepxkurcst 6onee 100 KOMITOHEHTOB,
B ToM yucje 6ojee 30 XKUPHBIX KUCTOT, 20 aMUHOKUCIIOT, 0KOJ10 40 pa3IMUyHbIX MUHEpaIOB, 17 BUTAMUHOB, JECSIT-
K1 (DepMEHTOB, pa3IUYHbIe YIJIEBOABI, TOPMOHBI, CIEIN(PUIECKe POCTOBBIE (haKTOPhI, MPOCTATTaHANHbBI K KOMITIEKC
(hakTOPOB ¢ TPOTUBOBOCITATUTETLHON aKTUBHOCTBIO» CIIEAYeT UNTATh «B TpyIHOM MOJIOKE...»

[IpuHOCUM CBOU U3BUHEHUS aBTOPY!
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MATEPWAJIbI XIl POCCUACKOWN KOH®EPEHLNN

«MEQUATPUSA U BETCKASI XUPYPIUs B NPUBOJIDKCKOM PELEPAJIbHOM OKPYTE»

KoxkJmiomn: akTyaJibHble BONPOCHI SNMHAEMHOJIOTHH, THATHOCTUKH M MPO(UIAKTUKH
U.B. Hukonaesa, A.JI. Llapecopooues

KasaHckuii rocynapCTBeHHbI MeanumHekuii yansepeuteT; FTB0Y BMNO PHUMY um. H.U. Muporoea, Mockea
Pertussis: Topical issues of epidemiology, diagnosis, and prevention

LV. Nikolaeva, A.D. Tsaregorodtsev

Kazan State Medical University; N.l. Pirogov Russian National Research Medical University, Moscow

HecMOTps HA MOBCEMECTHO NMPOBOAMMYI0 BAKIMHAIMIO, KOKJIOHMI OCTAETCS BAXKHOW MPUYMHON MJIAJEHYECKON 3200/1€BAEMOCTH
u cMepTHOCTH. EkeroaHo B Mupe UM 00.1€10T 0K0J10 16 MITH YesloBeK U MpuMepHO 195 ThiC. CliydyaeB y AeTeii 3aKAHIUBAETCS JIETAIb-
HbIM Hcx010M. OaHAKO TOIbKO 5—10% Bcex cilyyaeB KOKJIOHMIA TUATHOCTUPYETCS M perucTpupyercs. Bo MHOrux crpaHax mupa,
HECMOTPS HA HIMPOKMIA 0XBAT BAaKIMHAIMEN, B HACTOSAIIEE BPEMsT MIET, (DAKTHIECKH, IMUAEMHS KOKIIIOIIA, IPHYEM 3HAYMTETbHYIO
JI0JII0 CpeH 3200J1eBIIMX COCTAB/IAIOT NPUBHUTHIE AeTH. I10APOCTKH M B3POCIbIe SABJISAIOTCA OCHOBHBIM Pe3epPBYapoOM HUKJIHYECKUX
BCIIBIIEK KOKJIIOMA, OJHAKO 00JI€3Hb Y HUX JUATHOCTHPYETCH peako. B 0030pe mpuBeaeHbl MHEHHS YYEHBIX O MPHYMHAX JAHHOTO
SIBJICHHUS M IPE/LIAraeMbIX MePaX M0 CHIKEHHIO 3200J1eBAeMOCTH B Pa3HBIX BO3PACTHDIX rpynmnax. TsuKkelibie U 0C/I0KHEHHbIE (hOPMBI
KOKJIIOIIA, 2 TAKIKE JIETAJIbHbIE MCXO/IbI PA3BUBAIOTCS Y IeTeil MePBbIX MeCsLEeB XKU3HU, B CBSI3M C YeM COBPEMEHHAS CTpaTerus Bak-
MMHALMM JOJKHA ObITh HANIPABJIEHA HA MPeaynpexaeHne HHHUIMPOBAHNS MMEHHO JTAHHON BO3PACTHOM IPYIINIBI A€TEN.

Karoueevte caosa: demu, Kokaoul, snudemuonoeus, OUACHOCMUKA, RPOPUAAKMUKA, BAKUUHbL.

Despite widespread vaccination, pertussis remains an important cause of infant morbidity and mortality. About 16 million people are
ill with this disease and approximately 195 thousand children die worldwide every year. However, only 5—10% of all pertussis cases
are diagnosed and notified. In spite of wide immunization coverage, there is really a pertussis epidemic in many countries of the world
now; moreover, vaccinated children constitute a high proportion of disease cases. Adolescents and adults are a major reservoir for
cyclic outbreaks of pertussis; however, they are rarely diagnosed with the disease. The review gives scientists’ opinion on the causes
of this phenomenon and proposed measures to reduce morbidity in different age groups. The severe and complicated forms of pertus-
sis and fatal outcomes occur in babies during the first months of life and therefore current vaccination strategies should be aimed at

preventing the infection just in this age group of children.

Key words: children, pertussis, epidemiology, diagnosis, prevention, vaccines.

HeCMOTpﬂ Ha yCIeXy BaKIIMHALMW, KOKJTIONI SBJIsI-
eTcsl BaKHOW MPUYMHOW MJIaIeHYECKOW CMepT-
HOCTHU U CEPbE3HON MpoOJeMOil 00111eCTBEHHOTO 3/1pa-
BOOXpaHEeHHUs BO BceM Mupe. [nobGanpHas Tpobiaema
KOKJIOIIAa TO-TIpeXXHeMy HemooleHeHa. Ilo olieHKe
CDC (Center for Disease Control and Prevention,
CIIIA), Tombko 5—10% Bcex ciyvyaeB KOKJIOIIA aua-
rHocTupyetcs u peructpupyercsi. BO3 B 2013 . ipen-
craBuiia cBefeHus 0 136 036 moATBepKACHHBIX CITydasx
KOKJIOIIa, B TO BpeMsi Kak, mo MHeHuto CDC, exe-
TOIHO B MUpe 3a00JIeBalOT KOKIIIOIIEM OKOJO 16MITH
yesioBeK U npumepHo 195 000 ciyyaeB 3akaHYMBaeT-
¢ setadbHbBIM ucxonoM [1]. B Hacrosiiiee Bpems 3a-
60JIeBaeMOCTh KOKJIIOIIEM pacTeT, Mpu4yeM HamboJliee
WHTEHCHUBHBII POCT OTMEYaeTcsl B CTpaHax, KOTOpbIe
WCTIOJB3YIOT JUIsT BaKIIMHALIMU TaK Ha3bIBaeMble Oec-
KJIeTOuHble BakLMHBI [2]. Bo MHOrux crpaHax Mupa
(ABctpanuu, Kaname, Hunepnanmax, CIIA u np.)

© N.B. Hukonaesa, A.[1. Llaperopoaues, 2015
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pa3Bujach anuaeMus kokiwina. Tak, B KanudopHuu
B 2014 1. 3a001eBaeMOCTh KOKJIIOIIIEM BO3pocia Ooiee
JyeM B 5 pa3, 1 ObLIO 3apeructpupoBaHo 9935 HOBBIX
ciiydyaeB OoJie3HUM. Bembliiku 3a001eBaHUST OTMEYaloT-
cs1 Ha Bceit Tepputopuun CLIA. 3aboneBaemMocThb cpe-
JIM IETEi TIepBOro rojaa XXu3Hu coctasumia 174,6 na 100
000, mpuaem 33% TrpynHBIX AeTell HYXKIaJTUCh B MHTEH-
cuBHoO Teparnuu [3, 4]. 3aboseBaeMOCTh Takke Oblila
BBICOKOW cpelnu AeTel cTapliero Bo3pacta U MOAPOCT-
koB (137,8 Ha 100 000).

B Poccun 00BEKTMBHO OIICHWUTH SMUAEMUOJIOTHMYE-
CKYIO CUTYaIMIO JOCTAaTOYHO CJIOXHO. CortacHO ouIm-
aJTbHOM CTaTUCTUKE 3ab0JieBaeMOCTh KOKJIoleM B Poc-
cun B 2011 . cocraBwia 3,34 na 100 ThIC. HaceneHMS
n 29,89 1a 100 000 meteii B Bo3pacte 0—14 net [5]. OnHako
B Cankr-IletepOypre, rae MMpoKo MPOBOIUIOCH J1abo-
paTopHOe 0o0cenoBaHNe UTUTEIBHO KALLISIONINX 0OJTb-
HBIX, 3200J1eBa€MOCTb JICTe B MMOCIEAHUE TOIBI JOCTUTATA
100—200 na 100 000 HaceneHUsI COOTBETCTBYIOIIETO BO3-
pacrta. DTH Pl HAXOAATCS Ha YPOBHE, MPEBbIIIAIONIEM
TaKOBOW B CTpaHax, pacleHWBAIOLINX CBOIO CHUTYAILIMIO
Kak anuaemMudeckyto (Harpumep, B CILA, raoe 3a6os1eBae-
mocTb B 2012 1. coctaBuna 13,3 va 100 000) [5]. Poct 3a60-
JIEBAEMOCTH KOKJTIOIIEM B MOCIETHUE TOABI OOBSICHSIETCS
pasHBIMU TIPUIMHAMU: YIydlIeHueM WHGOPMHUPOBAHHO-
CTH Bpayeii, UCTTOJIb30BAHNEM B OT€UECTBEHHOM TTPaKTUKE
YYBCTBUTEIBHBIX METOIOB MCCIIeAOBaHMS (ITOIMMepa3Hast

POCCUNCKWIA BECTHUK NMEPUHATOJIOMW U MEANATPUN, 5, 2015

162




Hukonaesa U.B, llapezopodues A.JI. Koxiiol: akTyabHbIe BOIPOCHI SMUAEMUONOTUH, IUATHOCTUKY ¥ TPOMUIAKTUKI

LIeTTHasl peakiysi), aHTUTEHHON JAMBEepreHIeil Bo30y -
TNl M BAaKIIMHHBIX IITAMMOB, CHIDKEHHEM HampsbKeHHO-
CTH TIOCTBaKIIMHAJIBHOTO WMMYHMTETa, HEAOCTATOYHOM
5P HEKTUBHOCTBIO OECKIETOYHBIX BaKIIWH, CHIDKEHHEM
o0111er0 OXBaTa BaKIIMHaLMeH 1 1p. [5—8].

OnHol M3 BeAyIlIMX MPUUYMH BBICOKOH 3abo0jeBae-
MOCTU KOKJTIOIIIEM B HacCToOsIIee BpeMsI HEKOTOpbIe
aBTOPBI CUYMUTAIOT HEIOCTaTOUYHYI0 3(D(HEKTUBHOCTH
alleJUTIONSIPHOM BaKIIMHBI, KOTOpast UCITOIb3yeTcsl 60-
nee yem B 50 cTpaHax mupa [5—8]. B nccrenoBaHusix
J. Liko u coasr. (2013) moka3aHo, 4TO I€TH, IPUBUTHIC
TOJIBKO alleJUTIONIPHOM BaKIIMHOM, B CPaBHEHUH C BaK-
IIMHUPOBAHHBIMU 1IEJbHOKICTOUHOM BaKIIMHOM (XOTS
Obl OJJTHOU 0301) UMEIOT OTHOCUTENbHBIN PUCK 3200-
JIeTh KokimomeM 8,57 (mpu 5 mosax) wiaum 3,55 (tipu 6
no3ax) [6]. B To ke Bpems maxke Mpu MCIOJb30BaHUU
1eabHOKJIeTouHbIX BaklMH (AKIC), 3akoHYeHHOM
Kypce BaKIMHAUMW M | peBaKIMHALIMKM TTOCTBAKIIM-
HaJbHBI UMMYHHTET Yepe3 6 JIeT CHUXKAETCS HaToJ10-
BUHY 1 Oosiee [5]. [To maHHBIM OGETOPYCCKUX YUEHBIX,
cpeny TOCTUTAIM3UPOBAHHBIX JETEH C MOATBEPXKICH-
HBIM KOKJIoleM 66,7% cocTaBUJIM TMPUBUTHIE IETH
[7]. C yueToM 10CTaTOYHO YAaCTOTO Pa3BUTUSI KOKJTIOIIIA
y TIPUBHUTBIX 3(GHEKTUBHOCTh BaKIIMHALIMU, 1O OLIEH-
KaM HEKOTOPBIX aBTOPOB, cocTasisieT okojio 40% [8].

CHukeHue 3(¢g@dekra BaKIIMHAIIMU MOXET OBITh
CBSI3aHO M C aHTUTEHHOW nuBepreHIueiln B. pertussis
¢ BaKUMHHBIMU IITaMMaMK. MIMeIoTCsT TaHHBIE O TOM,
YTO MCITOJb30BaHWE BAKILIMH MPUBEIO K T€HETUYECKUM
n3meHeHussM B ctpyktype PT, PRN, u FIM uupkynu-
pytomux mramMmMoB [9]. Pe3ynbraThl TeHOTUTTMPOBAHUS
149 wmtaMMoB B. pertussis, BbIIEJIEHHBIX OT OOJbHBIX
kokmomieM B niepuoa ¢ 1948 mo 2010 r.. B pa3sinuHbBIX
pernoHax Poccuu, CBUAETENBCTBYIOT O TOM, YTO COBpE-
MEHHasl KJIOHaJbHasl CTPYKTypa INTaMMOB B. pertussis
OTJINYaeTCs OT TAKOBOM Y BAKLIIMHHBIX IITAMMOB, YTO He
MOXET He cKa3aTbcs Ha 3(PMEKTMBHOCTM caMOi Bak-
uuHb [10]. OnHaKo OOBEKTUBHBIX 10KA3aTeJIbLCTB JaH-
HOI ruroTte3sbl moka HeT [11].

BosOynurenb kokiIoIIa rpaMoTpuliaTe/IbHasK Tajaou-
Ka B.pertussis, oTHocsiasics K pony Bordetella. Ene 3 Buna
oopneresut (B. bronchiseptica, B. parapertussis, B. holmesii)
MOTYT OBITb TOTEHIINATBHO IMTaTOTeHHBIMH JIJIST YeTOBeKa.
B. parapertussis, B9acTHOCTH, CTTOCOOHA BBI3BIBATH OCTPOE
pecrmpaTopHoe /W KOKITIONIETToq00HOe 3a00JIeBaHe
(kokuttomn). B. bronchiseptica BbI3bIBaeT TaKylo pecriupa-
TOPHYIO WH(DEKIINIO, KaK «OpOHXUCETITUKO3» Y UMMYHO-
KOMITPOMEHTUPOBAHHBIX Jitofiei. B. holmesii MOXeT cTaTh
MPUYUHON CENTULIEMUU U KOKJTIOIIEITO100HO 00JIe3H!
(koxumoma) [12']. TTo MKB-10 paznugatot: A37.0 — Ko-
KJTIO11I, BhI3BaHHBIN Bordetella pertussis; A37.1 — KOKJTIOMI,
BBI3BAHHBIN B. parapertussis; A37.8 — KOKJIOLI, BbI3BAH-
HBIH IpyTMM YTOUHEHHBIM Bo30ynuTeneM Buaa Bordetella;
A37.9 — KOKJIIOLI HEYTOUHEHHBI.

' http://www.uptodate.com/contents/microbiology-epidemiology-
and-pathogenesis-of-bordetella-pertussis-infection/abstract/5-8

B snuaemuosornu coBpeMEHHOTO KOKJIIOIIA 3Ha-
YUMYIO pOJIb B Ka4eCTBE UCTOYHMKA MH(PEKINN UTrpa-
IOT TIOJPOCTKU W B3POCJbIe, KOTOPbIE MEePEHOCAT KO-
KJIIOII B JIeTKOM uiau B atunuyHoil ¢opme. B CIIA,
Benukooputanuu, Ilepmanum y 20—26% B3pOCHBIX
C IJUTEIbHBIM KalllJieM Oblia BbIsSIBJIeHA J1JabopaTOPHO
MOATBEpXKIeHHast KokJomiHas uHdekus. [TompocTt-
KU 1 B3pOCJbIC SIBJISIIOTCSI OCHOBHBIM pe3epByapoM
JUTST IMKJIMYECKUX BCTIBIIIEK 3a00J1eBaHUST M TJIaBHBIM
MCTOYHUKOM 3apa’keHUsI B CEMbSIX JIeTei TEePBbIX Me-
CSI1IEB XXNU3HU, Y KOTOPBIX KOKJIIOII TTPOTeKAaeT 0COOEH-
HO TSIXKEJO0 U TIPEICTaBISIET TIPSIMYIO YIPO3Y ISl XKU3HU
[13]. K. Bisgard u coaBrt. (2004), o6cnenys 616 netei,
BBISIBUJIM UCTOYHUK WHGULIMpPOBaHUS B 43% cliydaes;
MpyU 3TOM DPOIUTENN SIBJISLIMCh UCTOUYHUKOM HHGEK-
LUK JUIST AeTel paHHero Bo3pacta B 50—55% ciydaes,
6abylmK1 U nenymku — B 6—8%, GpaTbs U ceCTpbl —
B 20% cnyudaes [14, 15].

TlaToreHes KokJoIla CIOXEH W M0 KOHIIA HE W3-
y4eH. B. pertussis mpoaylupyeT OOJIbIION CIIEKTP TOKCH -
HOB 1 OMOJIOTMYECKM aKTUBHBIX CyOCTaHIIM, BKIIIOUAs
kokmouHbli TokcuH (PT), TpaxeanbHblli IUTOTOKCUH
(TCT), anenunatumuknasy (CyaA), sunorokcuH (LPS),
¢dunameHTo3HbI remarrmoTuHuH (FHA), mepraktuxH
(PRN), nepMOHEKpPOTUYECKMNII TOKCHH, arrlOTUHOTe-
HbI (AGGSs). Mukpo06 TporieH K MepiaTeIbHOMY STTUTE-
JINIO PECMTUMPATOPHOTO TPaKTa Ha BCEM €r0 MPOTSIKEHUH.
baxkrepun nmoBpexaalOT SMUTENUN AbIXaTebHBIX TyTei
W aJibBEOJI B pe3yJibTaTe KOMOMHUPOBAHHOTO NEMCTBUS
HECKOJIbKUX (DAKTOPOB BUPYJICHTHOCTU, CPEIU KOTOPBIX
HanboJiee BaXXHBIMU SIBISIIOTCS KOKJIIOIIHBI TOKCHUH,
(GUIaMEHTO3HBIM TeMarrIloTUHUH, GUMOpUU U Tep-
takTuH [16]. [TaTomornyeckuii mpoiecc BhIpaxKeH Mpe-
MMYIIIECTBEHHO B OpoHXaX U OpOHXMOJaX, B MEHbIIEH
Mepe — B Tpaxee, TOpTaHU M HocorJioTke. Pa3BuBaeT-
csl JIOKaJIbHOE BOCTIaJieHWEe, YrHeTaeTcsl JIesITeIbHOCTh
pPECHUTYATOrO amrapaTta KJIETOK BIUTENUsST U yBeIr-
YMBaeTCsl ceKpelusi cavu3u. B manbHelieM BO3MOXHO
U3bSI3BJIEHUE BMUTENUST AbIXaTeIbHBIX TyTeil ¢ (op-
MUPOBAaHUEM HEKPOTUYECKOTO OpOHXWUTa, OpPOHXMO-
JINTa, aTeJeKTa30B, 3MQPU3EMbBI, OPOHXOIHEBMOHMWU.
He no xoHIIa U3BeCTHBI TPUYUHBI BOBHUKHOBEHUS TH-
MUYHOTO KOKJIOMHOro kauuist. [lo oOuenpuHaThiM
MpeacTaBAeHUsIM B MPOIOJTOBATOM MO3Te TOJ BO3/eii-
CTBHEM MMIMYJIbCOB, TOCTYMAWIIUX C PELenTOPHOIO
amrapara JbIXaTeJIbHbIX TyTeil, MPOUCXOaAUT (OpMUPO-
BaHUE CTOMKOTO o4yara Bo30yXJIeHUsI MO TUIY TOMUHaH-
Thl A.A. YXTOMCKOTO, B CBSI3U C YeM Hecrelnpuieckre
¢axTopsl (0oJIeBbIE pa3apakUTes I, OCMOTP 3eBa U JIp.)
MOTYT CITPOBOLIMPOBAThH MPUCTYI CYAOPOXKHOTO Karlllis,
BILJIOTH JIO artHO?3.

[nst GyJIbMUHAHTHOTO KOKIIIOIIA XapaKTepeH TI'u-
MEePIeHKOLIMTO3 U MOSIBJICHUE JIEMKOLIMTAPHBIX TPOMOOB
B JIETOYHBIX COCYy/laX, pa3BUTHE PE3WCTCHTHOM JIeTOY-
HOI TUNEPTEH3UU, TIPUBOJIAIIEH K CEpAeuyHOl Hemo-
CTaTOYHOCTH, IIOKY U PEeCTIUPaTOPHOMY TUCTPECC-CUH-
npoMmy [17]. Y GonbHBIX, MOTUOIIMX OT TSKEJI0 (DOpMBbI
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KOKJTIOIIIA, BBISIBJISIIOTCSI MUKPOCKOITUYECKUE UIN KPYII-
HbIe KPOBOU3JIUSIHUASI B MO3T U JIETKUE, aTpodUsi KOPbI
TOJIOBHOTO MO3Ta, UCTOIIEHUE TUMYCA, CEJIE3EHKU, JTUM-
dartnueckux y3noB. B ciayyasix konHGpEKIIMM KOKIIIoIa
C pecrnupaTopHbIMU BUPYCaMU B JIETKUX YacTO OOHapy-
JKMBAIOTCSI TMAJIMHOBbIE MeMOpaHbl. Y BCeX MOTMOIINX
neTeil BBISIBJISLIMCH TTaTOMOPGOJIOTnYecKue TMpUu3HaKu
BTOPUYHOTO MMMYHOJe(hUIINTA U KOUMHMEKIUS C ApY-
TUMU BO30YIUTEISIMU (TPUTITT, TAparpuIin, pecrnupaTop-
HO-cMHUMTHATbHas nHekuus, MRSA? u np.) [18, 19].
ITo naHHBIM OTEUECTBEHHBIX YYEHBIX, ¥ BCEX JeTel, Mo~
ruOIIMX OT KOKJIIOIIA, BHISIBIISIIACH accouuanus B. per-
tussis 1 uuToMmerajaoBupyca [20].

B HacTosiiiee BpeMsi KOKJIIOII Y HEBAaKIIMHUPOBAH-
HBIX COXpaHSIET BCE XapaKTepHble KIMHUKO-Jabopa-
TOpHBIE OCOOEHHOCTHU. 3abosieBaHME HAYMHAETCS T10-
CTETIEHHO C HapacTamplIero B IMHAMUKE CYXOro Kalluis
(katapayibHas (asza IMTEIBHOCTBIO OT HECKOJbKMX
IHEW 10 2 Hefd), MPU 3TOM CUMIITOMbBI MHTOKCUKAIIUH,
nuxopanka, (apuHTUT, KakK TpaBUJIO, OTCYTCTBYIOT.
B mapoxcusManbHOIt (hase Kaileab CTAaHOBUTCS TIPUCTY-
MooOpa3HbIM 1 COMPOBOXKAAETCS TUTIEpeMUelt NIn 11a-
HO30M JIWIla, CJe30TeYeHUEeM, perpu3aMu, pPBOTOM,
arHo?, OTXOXIAEHMEM TMpo3pauyHoii MOKpoThl. Karenb
YCUJIMBAETCs B HOYHOE BpeMs, Tochie (U3MYECKOi
WJIM 3MOLIMOHAIbHOM Harpy3ku. B 3aBucumocT ot Ts-
JK€CTU KOKJIIOIIA YMCJIO TIPUCTYITOB KallJIsl ¢ Perpu3aMu
B TEUEHUE CYTOK COCTaBJISIET OT eAMHUYHBIX 10 40—50
B cytku. ®da3za mpuCTYmooOpa3HOTO Kallis UTUTCS
oT | mo 6 Hen. PekoHBasieCIeHIIMS TTPOIOJIKAETCS He-
CKOJIBKO HeNesib M XapaKTepu3yeTcsl MCUe3HOBEHMEM
MPUCTYTIOB M TIOCTETIEHHBIM YMEHBIIIEHUEM YacTOThI
W MHTEHCUBHOCTM Kallljisg. Y HEBaKIIMHUPOBAHHBIX Jie-
Teil paHHEro Bo3pacTa Ha (POHE KOKJIoIlla MOTYT pas-
BUTHCSI CEpPbE3HbIE OCJOXHEHMSI: TTHEBMOHMSI, BHIIE-
danomaTust, jeroyHasi TUIMEPTEH3USI, MMTHEBMOTOPAKC,
CerMeHTapHbIe M J0JIEBble aTejeKTa3bl, CyOaypabHbIe
u cybapaxHOMWIaJIbHbIe KPOBOUBIUSIHUSI, TUIOTPO-
¢us, runoravkemMusi, 00e3BOXNBaHWE, HOCOBbIE KpPO-
BOTEUEHMUSI, TPBIKM, PEKTaJbHBIN Tposarc, oTuT [21].
OcnoxHeHuss HanboJiee YacTO pa3BUBAIOTCS Y HEAOHO-
IIEHHBIX JIETei, a TaKXKe y JeTell ¢ XPOHUYECKOM MaTo-
norueit HHC, npixaTebHOM CUCTEMBI U Cep/lia.

Y BakIIMHUPOBAHHBIX JETEl U MOAPOCTKOB KOKJIIOIII
yalie MpoTeKaeT B aTUITMYHBIX (PopMax, OJHAKO MOXET
MPOSIBISITBCS BCEMU XapaKTEPHBIMM CUMMITOMaMM [22].
Yaiiie oTMeyaroTcs JIeTKMe, B TOM YMCIIe CTEPThIe, (POPMBI
3aboneBanus (He meHee 40%), cpemHeTsKeTbIe (hOPMBI
PETHCTPUPYIOTCS MeHee yeM B 65% ciydaeB. Y TPUBUTHIX
nereit Tsokesbie (hopMbl KOKITIoIa He pa3BuBatoTcs. Crie-
IUGUIECKNE OCIOXKHEHUS CO CTOPOHBI OPOHXO0JIETOYHOM
1 HEPBHOM CUCTEM Yy MPUBUTHIX MAIIMEHTOB pa3BUBAIOTCS
B 4 paza pexe, 4YeM y HeTIpuBUTHIX [23].

HaubGonee 3HaYMM KOKJIIOUI ISl AETEil TPYyJIHOTO
Bo3pacTa. BOJILIIMHCTBO ciyyaeB JIETaJIbHOTO MCXO-

2 MeTULMJUTMHPE3UCTEHTHBIN Staphylococcus aureus.

a W TSDKeNTbIX (GopM 3a00IeBaHUS PETUCTPUPYIOTCS
WMEHHO B 3TOI BO3pacTHOI rpyrre. [IpeauKTopom Ts-
JKEJIOro KOKJTIOIIA Y TPYAHBIX JeTel SIBISIETCS BHICOKOE
cofepkaHue JEUKOIUTOB ¢ OBICTPBIM HapacTaHUEM WX
yucia B AMHAMWKE, Haludue KOMHGEKIIUHU, BO3PacT
MeHee 2 Mec, amuxopanka Bbeie 37,5°C, HeTOHOIIEH-
HocTh [24]. M3 7203 cnyyaeB KOKItollla, 3aperucTpu-
POBaHHBIX Yy JAeTelt nepBoro noayroaus xxusHu B CLIA
Briepuon ¢ 1997 mo 2000 1., B 63,1% cinydaeB AeTH ObLTH
TOCTIMTaNU3UpoBaHbl, y 11,8% neteii pa3Buiiach IMHEB-
MoHus, y 1,4% — cynoporu, y 0,2% — sHiiedazonatus
n 0,8% neteit ymepau. B BosdpacTHoilt rpymiie ot 6 no 11
Mmec: 28,1% neteii OBLIM TOCTIMTAIU3UPOBAHLI, ¥ 8,6%
pa3Bmiiach mHeBMoHus, y 0,7% — cynoporu, y 0,1% —
sHuedanonatus u 0,1% nereit ymepnau [25]. Jletanb-
HbIE KCXObI, KaK MPaBUJIO, PETUCTPUPOBATIUCH Y JAeTei
MEPBBIX 3 MeC XMU3HU WU ObLIM CBsI3aHBI CO 3JI0Kaye-
CTBEHHBIM TeueHueM Kokiolia («Malignant pertussis»,
«Fulminant pertussis»).

DyIbMUHAHTHBIM KOKJIONI XapaKTepHU3yeTcs pas-
BUTUEM TSKEJIOW THEBMOHUU, JIETOYHOW TUIMEPTEH-
3UM, TUTIEPJEHKOLNTO3a, IHIedaTONaTuu 1 TOJUOP-
TaHHOI HEJI0CTATOYHOCTU C TTOCEAYIONINM JIeTaJTbHbIM
HWCXOIOM, HECMOTPSI Ha MpOBeleHUEe aHTUOAKTepUaTb-
HOM 1 MHTEHCUBHOM Teparnuu. PaHHuii Bo3pacTt pebeH-
Ka (MeHee 2 Mec XU3HHU), runepiaeiikouuto3d > 50 000
B | MKIJI, JlerouHass TMIEPTEH3UsI, THEBMOHMUS, THITO-
KCeMMUSsI, CYIOPOTH aCCOLMUPYIOTCS ¢ BBICOKUM PUCKOM
CMepTH OT KoKJtiomia [26—29].

Koxkimomn y geteit paHHero Bo3pacta yacto (10 28%)
npotekaeT B (popMe KOMHGEKIIUU C APYTUMU pecriupa-
TopHbiMU Bupycamu [30]. KonHpekiius peciupaTopHo-
CUHIIMTUAJILHOTO BUpYyca U B. pertussis BoisiBieHa y 8,5%
MJIQZICHIIEB TIEPBOTO TTOJIYTOAUS XWU3HU, TOCITUTATN3Y-
POBAHHBIX C GPOHXMOJUTOM, B CBS3H C YeM PEKOMEHIY-
eTcs 00cIeoBaHNe Ha KOKITIOIT HEMMMYHU3UPOBAHHBIX
JeTeil ¢ MHOEKIUSIMHA HUKHUX OTHEIOB PECITMPATOPHO-
ro tpakTa [31]. st MukctuHdeknm Kokmoma ¢ OPBU
XapaKTepHO 0oJjiee IUITUTEIbHOE M TSXKEJ0e TeUYeHNE U B
HEKOTOPBIX CJIydasix pa3BUTHE JIeTaIbHOTO ucxonaa [32].
IIpucoenuHeHne BTOPUYHOUN OakTepUabHON HHGpEK-
uuu, BbI3BaHHOU H.influenzae, S.pyogenes wu S.aureus,
CTAHOBUTCS TPUUMHOM Pa3BUTHST Y OOJTBbHBIX KOKJTIOIIEM
MHEeBMOHWUM, CUHYCUTa WJIU cpeaHero otuTta [13].

BBIIEISIOT «TTOMO3PUTETBHBIE» , «BEPOSITHBIE» W «TTOJI-
TBEPXKIeHHbIe» ciydyau Kokiwoia [33]. «[Togo3purens-
HBIM» CUYMTAETCS CIIydaid, TP KOTOPOM MUMEIOTCST XapaK-
TEepPHBIE CUMITTOMBI KOKJTIOIIA; «BEPOSATHBIM» — CITydaid,
MpU KOTOPOM MMEIOTCST XapaKTepHbIe KIIMHUYIECKUE TIPU-
3HAKW W BBISIBJIEHA SMUAEMHUOJIOTHYECKAs CBSI3b C JIPY-
TUM TTOAO3PUTETbHBIM WIIM TIOATBEPXKIACHHBIM CITydaeM.
«[TonTBepXaeHHBIM» CUYMTACTCS Cyvait KOKIIIoIIa, paHee
KJ1accuUIIMPOBAHHBIN KaK «ITOI03PUTEIbHBIN» UJIN «Be-
POSITHBIN» TIOCIIe Ta00OPaTOPHOTO MOATBEPXKIECHUSI (C BbI-
nenaeHueM KynbsTypbl Bo3oyautess wiu JHK Bo3oynurenst
nytem [THP mnu crienmuyecknx mpoTUBOKOKITIOITHBIX
AHTUTEJT B TAPHBIX CHIBOPOTKaX). [1pu oTcyTCcTBIM Tabopa-
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TOPHOTO MTOATBEPKACHMS TUATHO3a «BEPOSATHBIN» CITyJait
Ha OCHOBAaHMM KIIMHUYECKUX TAHHBIX KJIACCUPUIIMPYIOT
KaK «ITOATBEPKIECHHBIMN».

OKOHYATETbHBIN AUATHO3 «KOKJTIOII» YyCTaHABIMBA-
ercs [33]:

* KJIWHWYECKW — Ha OCHOBAHWU XapaKTEPHBIX CUM-
MTOMOB OOJIE3HW TPU OTCYTCTBUU BO3MOXHOCTH
MpoBefeHUs 1abopaTOpHON NUArHOCTUKU WJIU TIpU
OTpHUIIATEbHBIX pe3yJbTaTax J1abopaTOPHOTO UCCIIe-
JIOBaHUS;

* TI0 TIOATBEPKICHWIO TMpPeaBapUTEIbHOTO ITHMarHo3a
JTabopaTOPHBIMU MeTOAaMHU (BBIIEJIEHUEM KYJIBTYPBI
mwin JJHK Bo30yanuTeass miad MpOTUBOKOKITIONTHBIX
aAHTUTEN);

* Ha OCHOBAaHUM XapaKTEPHBIX CUMITOMOB OOJIE3HU
C YYETOM HaJWYUs SMHUIEMHUOJOTUIECKON CBI3U
C UCTOYHUKOM MHMEKIINM.

Koxutonn, BeI3BaHHBIN B.pertussis, caenyet nudde-
PEHIIMPOBATh C WHGEKIUSIMU PEeCITUPATOPHOTO TpaK-
Ta, BbI3BaHHBIMU B.parapertussis, B.bronchiseptica,
B.holmesii, M.pneumoniae n anenosupycom [13]. Ko-
KJTIOIIETIONOOHBIN KallleJ b MOXeT HaOMoaaThCs y AeTei
¢ OpOHXMOJIMTOM, TTHEBMOHUEN, MyKOBUCIIMIO30M, TY-
OGepKyJIe30M, THOPOIHUM TEJIOM JbIXaTeJIbHBIX ITyTe.

JlaboparopHOMy 0OOCIE€I0BaHMIO HAa KOKJIIOII TOJIe-
JKaT Bce OoJIbHbBIE, Kalluistolye 6omnee 7 mHeit (2 pasza 6ak-
tepuosiorndeckoe u/vnu 1 pas [N P-uccnenosanue) [33].
ITpu KokITole yKa3aHHbIE UCCIeI0BAHUST PEKOMEHIYETCS
MPOBOINTH B TeUEHUE MepBbIX 3 Hea Oosne3Hu. YyBcTBU-
TEJLHOCTb 0AKTEPHOJOTUYECKOTO MeTo/1a cocTaBisieT 20—
40% wm HanboJiee HU3Ka Y BAKIIMHUPOBAHHBIX JIULI WJTA TIPU
MPOBEACHUY UCCIeNOBaHNs Ha (POHEe aHTUOAKTepUATbHOM
tepanuu. [1L[P-aHanu3 yyBcTBUTEIbHEE KYJIBTYPATbHOTO,
OakTeproJI0ornyeckoro B 2—3 pasa.

B xIMHUYeCKM HESICHBIX CITyYasiX, IpU OTPULIATEThb-
HBIX pesyiabraTax OakTtepuosormyeckoro u [T P-uc-
clieOBaHU, TTO3THUX CPOKaxX 3a00IeBaHUST PEKOMEH-
NyeTCsl JTBYKpaTHOE CepoJIoTuYeckKoe oO0cyienoBaHue
c untepBajiom 10—14 qHeit MeTOIOM UMMYHO(MEPMEHT-
Horo aHanu3a. [ToaTBepXKaeHNeM TUAarHo3a «KOKJTIOI»
Yy HETNpPUBUTHIX OOJBHBIX SBISIETCS OOHapyXeHHe
MpY OJHOKPATHOM MCCJEAOBAHUM CHIBOPOTKH KPOBU
IgM-antuten unu IgM-aHTUTEN B pa3iMYHbIX COYe-
taHusix ¢ IgA- u IgG-anturenamu. I[lpu noayuyeHuu
OTPUIIATEIbHBIX PE3yJBTaTOB MCCJIeIOBAaHUE ITOBTO-
psitor uepe3 10—14 nHeit. ¥V neteii, MpUBUTHIX MPOTUB
KOKJIIOIIa M YTPAaTMBIIMX CO BPEeMEHEM IOCTBAKIIM-
HaJbHbIe aHTUTENa, UMMYHHBI OTBET (POPMHUPYETCS
M0 BTOPUYHOMY TUMY: Ha 2—3-ii Hexese 3a00eBaHUS
MPOUCXOANUT WHTEHCUBHBIN poCcT KOHIeHTpauuun I1gG-
AHTUTEJT, yDOBEHb KOTOPBIX MPEBHIIIAET TOPOTOBLIN B 4
pasza u 6osee, uau Ha (poHe HU3KOM mpoaykiuu IgM-
AHTUTEJ IPOUCXOMUT OBICTPOE HapacTaHUe BHIPaOOTKHU
IgA-antuten u B nanpHeiiem — IgG. Ipu 3a6oneBa-
HUM JeTell MEepBBIX MeCsIleB XU3HU PEKOMEHIYIOTCS
HCCIeTOBAaHUS TTapHBIX CHIBOPOTOK KPOBM Yy pebeHKa
U MaTepu, XOTS OTPULIATEIbHBIN Pe3yJbTaT CEPOTOTH-

YeCKOro aHajinu3a B JaHHOM cJiydyae MOJHOCTbIO HE UC-
KimodaeT nHGuupoBaHus [33, 34].

B cBs13u ¢ pocToM 3a00J1€BaEMOCTU YUYEHBIMU pa3pa-
0aThIBAIOTCS M TIPEIaratoTCsl HOBbIE CTpaTeruu npodu-
JIaKTUKMA KoKiola. Bo MHOTMX cTpaHax BBeleHa BTO-
pasi peBaKLIMHALIMSI B IOIIKOJbHOM Bo3pacTte. B cBsizu
CO 3HAYUMOM POJIbIO TTOAPOCTKOB U B3POCIIBIX B ITUJIC-
muosoruu Kokitoma CDC pekoMeHayeT ux peBaKIiMHa-
LU0 C UCMOJIb30BaHMeM OeckieTouHoi Tdap BakuMHBI
C YMEHBIIIEHHBIM COAEpKaHUEM KOKJIIOIIHBIX U AU(d-
TepuiiHbIX aHTUTeHOB [35]. PaccmaTtpuBaercst Bompoc
0 MOXM3HEHHOM peBakiuHauu [36].

B Poccum yxe mmpoKo MCTOIb3YyeTCsl alleuTIoNsIp-
HasT BaKIIMHA B COCTaBEe MHOTOKOMITOHEHTHBIX BaKIIWH.
C yueToM TIpUBEIEHHBIX BbIIIE JAHHBIX MPEICTABISIETCS
000CHOBaHHBIM COXPAaHUTb UCITOJIb30BAaHUE 1IEJTbHOKIIE -
TouHoi AKJIC-BakiiMHbl (XOTs1 OBl IS OMHOTO BBElE-
HUS B MEPBUYHOMN CEpUM BaKLIMHAIIMK alleJUTIOISIPHOM
BakIIMHOI). Be3yclioBHO, e€cTh CMbICI B TMPOBEACHUU
BTOpOI peBaKLUMHAILIMU JeTeil B Bo3pacTe 4—6 et Gec-
KJIETOYHOM BaKIIMHOM, YTO TO3BOJUT CHU3UTDH 3a00Jie-
BAae€MOCTb M Y JIeTel TepBOTo roja xkus3Hu [4, 5].

B cBsi31 ¢ ormacHOCTbIO KOKITIONIA JIJIsT AeTel TIepBbIX
MecsueB xku3Hu B CLLA n B 6onpmmHCcTBe cTpaH EBpo-
Mbl BaKIIMHAIIMIO HAYMHAIOT C JABYXMECSIYHOTO BO3pacTa
OeckJIeTOYHON BaklMHOW. OOcCyxaaeTcss BO3MOXHOCTb
BBEIEHUST TEePBOM J03bI BaKIMHBI TIPOTHUB KOKITIOIIA
HOBOPOXJEHHBIM AeTsIM. B HacTosiiiee Bpemst 1okasa-
Ha a¢deKTUBHAs TpaHCIUIalleHTapHas Tiepejada Ipo-
TUBOKOKJTIOIIHBIX aHTUTEN K TIIOAY M MX TTPOTEKTUBHAsI
poJIb B 3alllUTe IPYAHbBIX neTeii. DhGEeKTUBHOCTD BaKIIM-
HallMU MaTepu B TIPEAyINpexXIeHNN 3a00JieBaHUSI Y HO-
BOPOXAEHHBIX Ha CETOMHSIIIHUM IeHb cocTaBisieT 89%!
BakuuHauus Bo BpeMsi 6epeMeHHOCTH MOXKET CHHM3UTH
€XEroJHyl0 3a00JIeBaeMOCTb MJIAJICHYECKUM KOKJIIO-
meM Ha 33%, KoIM4ecTBO TocnuTaiu3anuii — Ha 38%,
a cMepTtHOCTh — Ha 49%. CDC peKoMeHIyeT BaKIIMHA-
uuto Tdap GepeMeHHBIX XEeHIIWH BO BpeMsi Kaxmoi (!)
GepeMeHHOCTH, Ha cpoke 27—36 Hen [37—39]. s nipen-
yIpexaeH!s HQUIMPOBAHUS TPYIHOTO pebeHKa peKo-
MeHyeTcsl BakiMHauuu Bcex (!) 4JIeHOB CeMbU: PONIM-
TeJieli, HeMPUBUTBIX 0aTheB M cecTep M Ap. (CTparerus
«Kokxon»). DT0 103BOJISIeT 3aIUTUTL peOeHKa B IepBHIC
6 Mec eTo XXHM3HMU elle 10 GopMUPOBAHUST BAKIIMHATLHOTO
ummyHurtera. B Poccuu Bakunna Tdap eiie He nlieH3U-
poBaHa, MO3TOMY BaKIIMHALIWST JAHHBIX TPYTIIT HACEJICHMS
oKa HeBO3MOXHa [5].

B Hacrositiiee BpeMsi ydeHble BCero mMupa paboTraror
HaJl co3MaHieM HOBBIX 3(h(MEeKTUBHBIX BAKIIMH OT KOKJTIO-
ma. PazpaboraHa XuBasi ocjabjieHHasi BakKIIMHA OT KO-
kmoma BPZE 1 nnst uatpanazansHoro BeneHus. Pesyb-
TaThl TIEPBOM CTAIUM KIMHWUYECKUX WCITBITAHUN TaHHOM
BaKIMHBI JaJii OOHajexuBatolue pesyasratsl [40, 41].
IIpenmnonaraercst yBenuunTh 3(GEKTUBHOCTb OECKIeTOU-
HO BAKIIMHBI BKITIOUEHUEM B €€ COCTaB HOBBIX aHTUTEHOB.
OmHaKo TPUOPUTET MO-TIPEXXKHEMY OTBOIUTCS pa3padoTKe
MaJIOpeaKTOTeHHBIX 11eJTbHOKJIETOYHBIX BaKIIVH [42].
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Oco0eHHOCTH HMMYHHUTETA Y HOBOPOXKIEHHBIX JIeTeH ¢ JIOKAJIM30BAHHBIMI
1 TeHepaIu30BaHHbIME (hopMamMH OaKTepHATbHBIX HH(EKIHii

X.C. Xaepmoinos, B.A. Anoxun, U.I. Mycmagun, C.B. boiiuyk, M.A. Campymadunos, A.A. Andpeesa,
C.A. Jlvoun, U.B. Aeanosa

KazaHckuin FOCWJ,apCTBeHHbIVI Me,EI,I/ILI,I/IHCKI/II7I YHUBEPCUTET,; ,U,ETCKaFI peCI'Iy6J'II/IKaHCKaFI KNnHun4yeckasa 60J'IbHI/1LI,a; ﬂ,eTCKaFI
ropoackas 6onbHMua N21, KazaHb

Specific features of immunity in neonatal infants with localized and generalized bacterial
infections

Kh.S. Khaertynov, V.A. Anokhin, 1.G. Mustafin, S.V. Boichuk, M.A. Satrutdinov, A.A. Andreeva,
S.A. Lyubin, L.V. Agapova

Kazan State Medical University; Republican Children’s Clinical Hospital; City Children’s Hospital One, Kazan

IIpoBeneHo uccienoBanne MoKasareneil KJI€TOYHOr0 HMMYHHTETA Yy JeTeii ¢ JOKaIn30BaHHbIME (7=10) U reHepanIn30BaHHLIMH
(n=15) dopmamu 6aKTepuanbHbix UHpeKumii (cencuc). OueHnBaIOCh CoAepkKaHNe B KPOBU PA3JIMYHBIX IPYIN JEHKOUMTOB (HEHTPO-
(usoB, umdonuToB, MOHOIUTOB) M cyononyasuuii uMponuros: CD3, CD4, CD8, CD16/56, CD19. Passutue cencuca B 47%
cJIyyaeB CONMPOBOXKIAIOCH JeiikonuTo3oM, B 20% ciyyaeB — Jyeiikonenueii. IIpu nokanu3osanubix dopmax uneKkumii JeiikonuTos
onpenensuica y 30% nereid, Jgeiikonenus y 10%. B 40% cayuaes npu cencuce u B 20% npu JIOKAJM30BAHHBIX MH(PEKIMAX UMEIA
MecTo adcomoTHas Jumdonenus. OCTpblii NEPUO HEOHATAILHOIO CENCHCA CONMPOBOXKIAICA CyIeCTBeHHbIM cHikeHueM CD3+,
CD4+, CD8+ u CD16/56+ cyonomynsiumii iumponutos. Hanbonbime u3meHeHus: ObUIM 3aperucTpUPOBAHBI B CYONOMYJIAIMAX
CD4+ u CD16/56+: B cpennem nokasatesm CD4+ mumdonuTos cHmkamch B 3,9 pa3a oTHocuTebHO KoHTpoas, CD16/56+
mumdonutos — B 3,6 paza, CD8+ mumdouuros — B 2,7 pa3sa. Jlokannzosanublie ¢hopmMbl HHGEKIMIE XapaKTePU30BATUCH NPEUMYIIIe-
CTBEHHBIM CHIZKeHHeM YpoBHs cyonomyismuii CD4+ u CD16/56+. IIpu atom ypoenb CD4+ 1M onuToB ObLI 10CTOBEPHO HIKE
B rpynme jeteii ¢ cencucom. Takum o0pa3om, oCTpBbIil IEPHOA KAK JOKATH30BAHHBIX, TAK U FeHePAIN30BAHHBIX ()OPM OaKTepHAIb-
HbIX MH(eKIMii NpoTeKaeT HA (hoHe yrHeTeHHs MOKa3aTelieil KIeTOYHOro uMmynnteTa. HauGosee BoipakeHHbIe H3MEHEHHs Peru-
cTpupoBayKch Npu cemncuce. IloxydeHnble pe3yabraTbl, CBUIETEIbCTBYIOMME O PA3BUTHH HMMYHOCYIIPECCHH Y JA€Teil C CENCHCOM,
ABJISIOTCS OCHOBAHUEM JIsl POBE/IeHHs HUMMYHOCTUMY/IMPYIOLIEi Tepanuu.

Karouesote caosa: demu, HeoHamanbHwlil Cencuc, UMMYHHbLI CIAMYC.

Cellular immunity indicators were investigated in infants with localized (»=10) and generalized (»=15) bacterial infections (sepsis).
The blood levels of different groups of white blood cells (neutrophils, lymphocytes, monocytes) and lymphocyte subpopulations (CD3,
CD4, CD8, CD16/56, and CD19) were estimated. The development of sepsis was accompanied by leukocytosis and leukopenia in 47
and 20% of the cases, respectively. In localized infections, there was leukocytosis in 30% of the infants and leukopenia in 10%. Abso-
lute lymphopenia was present in 40% of the cases of sepsis and in 20% of those of localized infections. The acute period of neonatal
sepsis was accompanied by a substantial reduction in the level of CD3+, CD4+, CD8+, and CD16/56+ lymphocyte subpopulations.
The highest changes were recorded in the CD4+ and CD16/56": their counts were decreased by an average of 3,9 and 3,6 times,
respectively, compared to the control values; CD8+ lymphocytes dropped by 2,7 times. Localized infections were characterized by a
predominant fall in the number of CD4+ and CD16/56+ subpopulations. Moreover, the level of CD4+ lymphocytes was significantly
lower than that in the sepsis group. Thus, the acute period of both localized and generalized bacterial infections took place in the pres-
ence of cellular immunity suppression. The most marked changes were recorded in sepsis. The findings suggesting the development of
immunosuppression in infants with sepsis are the basis for immunostimulant therapy.

Key words: infants, neonatal sepsis, immune status.

BCprKType MHQEKIMOHHBIX 3a00JIeBaHUT HOBOPO-
JKIEHHBbIX Haubosiee 3HAYUM, O€3yCJIOBHO, CEICUC.
OTO CBS3aHO C PSJAOM TIPUUMH, HO B TEPBYIO OYepellb
C MaKCHUMaJbHOW €ro pacrnpoCTPaHEHHOCTbIO MMEHHO

B JAaHHOI BO3PACTHOM TI'pyIIie U C COXpPaHSIONIEHCS BbI-
COKO¥ JIeTaJIbHOCTHhIO [1].

WM3BecTHO, UTO TeyeHHWE M MCXOA WHGEKIIMOHHOTO
npoliecca OTpPeNessIioTCsS «COOTHOIIEHUEM CHUJI» MEXIY
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Xaepmbmoe X.C. u coasm. OcobeHHOCTH MMMYHHUTETA Y HOBOPOXIECHHBIX NIETEH C IOKATM30BAHHBIMU U TCHEPAIN30BaHHBIMU q)OpMaMI/I...

MUKPOOPTaHU3MOM M MMMYHHOI CHUCTEMOIW OpraHu3-
Mma. Iyt obecrieyeHust «mepeBeca CUjl» B CBOIO CTOPOHY
MUKPOOPTaHU3Mbl PACTIoiaraloT IMIMPOKUM CIIEKTPOM
BO3MOKHOCTEI, B YaCTHOCTH, CITOCOOHOCTBIO TIPOIY-
LIMpOBaTh pasinyHble (haKTOPbl arpecCMu: TOKCHUHBI,
TeMOJIM3UHBI, TIPOTea3bl U JIp., crocoOcTBytolne Gop-
MUPOBaHUIO MECTHOTO MJIM TeHEepaJM30BaHHOTO MH(MEK-
moHHoro mpouecca. Kpome Toro, mist obecrieyeHMst
pPe3yJIBTaTUBHOCTH MH(EKIIMOHHOTO BTOPXKEHUSI MUKPO-
OpraHM3MaMu KCIIOJIb3yeTCsl TTPUHIMIT «KOJIJIEKTUBHOTO
B3aUMOACUCTBUSI» (quorum sensing system) |2]. bakrepuu
HE CMHTE3UPYIOT (haKTOPhl arpecCUM 1 He aTaKyloT KJIeT-
KU XO35IMHAa JI0 TeX 1Mop, MoKa He OyJIeT JOCTUTHYTa TaKasi
TUIOTHOCTh MUKPOOPTaHM3MOB, MPU KOTOPOIl 00pa3zyio-
muiicss oobeM (haKTOPOB MATOTEHHOCTU OYJEeT rapaHTH-
poBaTh YCIIEIIHOE pa3BUTHE MH(MEKIIMOHHOTO Mpoliecca
[2]. HakoHnen, nist «yCKOJb3aHUSI» OT peaklMu UMMYH-
HO# CUCTEMbI MUKPOOPTaHU3MbI UCTIOJIb3YIOT TaKUE Me-
XaHM3MbI, KaKk oOpa3oBaHMe Karcyjbl, (OpMUPOBaAHUE
OMOTUIEHKU, BHYTPUKJIETOYHOE TTapa3uTUPOBaHUE, aHTH -
TeHHasl U3MEHUYMBOCTD U TIp. [2].

Yro06b1 3h(heKTUBHO MPOTUBOCTOSITh MH(MEKIITMOHHOM
arpeccuu, opraHu3M pacroyiaraetT 10CTaTOYHbIM apceHa-
JIOM CPEJICTB 3allIUThI, COCTOSIIIIEH, B TOM UKCIIE, U3 KOM-
TMMOHEHTOB BPOXICHHOTO M aJalTUBHOIO MMMYHUTETA.
IToaToMy He TOJIbKO BOCIIPUMMYUBOCTb, HO W TIPOTHO3
3a00JiIeBaHUST HEepeaKo ormpenessieTcs: 3(p(PeKTUBHOCTHIO
UMMYyHHOTO OoTBeTa. OCOOEHHO 3TO aKTyaJlbHO ISl HO-
BOPOXIEHHBIX JIeTeli, WMMYHHasl CHCTeMa KOTOPBIX
XapaKTepU3yeTcsl He3pesJoCThio (haKTOPOB BPOXKIEHHO-
ro UMMYHUTETa W TIPAKTUYECKU TIOJHBIM OTCYTCTBUEM
anarTUBHBIX UMMYHHBIX peakuuii [3].

Kak mnokazanu HaOmoaeHUs, y HOBOPOXIEHHBIX
CpaBHUTEIbHO HeOOoIbIIast monyasiius T-1uMpOoIUTOB,
MpUYEeM MX aKTMBHOCTh OTHOCHUTEJILHO HM3Ka, ajar-
TUBHbBIE peakUMu (QOPMUPYIOTCS TIPEUMYILIECTBEHHO
yuactuem T-xenrnepoB 2-ro Tuma, 6ojee Toro, ypoBeHb
B3auMojeiictBus mexny T- u B-numdbouurammu Hemo-
craroueH [4]. CaMmble HU3KME 3HAUYCHUST Ynciia TUMPo-
LIMTOB OTMEUAIOTCS Y HEIOHOIIEHHBIX HOBOPOXKIEHHBIX.
HMcxonHo manbiit o0beMm MatepuHckux IgG-aHTuTen
U CPaBHUTEIBHO HEBBICOKASI CTTIOCOOHOCTH COOCTBEHHBIX
B-aumdounTtoB cuHTE3MpOBaTH MMMYHOTJIOOYIUHBI
CHIKAIOT BO3MOXHOCTH opraHu3ma K 3¢h¢eKTUBHOMN
9panvKallMi BO30yaMTeNell TMOCTHATaIbHBIX HMHOpEK-
uuii. He uckioyeHo, 4To TaHHast CUTYaIWs OTIpeeisieT
U XapakTep pa3BUTUSI MH(PEKIIMOHHOTO TIpoliecca, BO3-
MOXHOCTh T€HEepaJu3allii BOCTAIUTEbHONW peaKInu.
IloaTomMy M3ydyeHMe MoKaszaTejeli MMMYHHOTO OTBETa
MpU MHOEKIMOHHBIX 3a00JIeBaHUSIX Y HOBOPOXKIECHHBIX
neTeit MOXeT MMeTh BaXKHOE KaK TMarHOCTUYeCKOoe, TaK
U MTPOTHOCTUYECKOE 3HAUEHUE.

Ileab uccnenoBanus: OlleHKA COCTOSIHUSI KJIETOUHBIX
(akTOpOB BPOXACHHOTO M aJallTUBHOTO MMMYHUTETa
y JIeTeil mepuoia HOBOPOXKIEHHOCTH C JIOKAJTM30BaHHBbI-
MU U TeHepaJu30BaHHBIMU (hopMaMu OaKTepUaIbHBIX
UHGEKINHA.

XapakTtepucTuka peteii u MeToabl UCCea0BaHUS

W3ydeHbl KIJIETOYHBIE TTOKa3aTeJM WMMYHHUTETa
y Aeteil ¢ jokanu3oBaHHbIMU (10 neTeit) U reHepau-
30BaHHBIMU (15 mereit) ¢opMamu GakTepralbHBIX WH-
dekuuii (cencuc). MccnenoBanusi TpoBOAWINCH B OCT-
poM mepuoe 3aboeBaHUil. OTEHUBAIOCH COMEPKAHNE
B KPOBU Pa3JIMYHbBIX TPYIII JICHKOLIMTOB (HEUTPOGUIIOB,
JUMGOILIMTOB, MOHOIIUTOB) M CyOTOMmyasiiiuii Jumdo-
uutoB: CD3+ (T-numdouutsr), CD4+ (T-xennepsr),
CD8+ (uurotokcmyeckue aumbountsl), CD16/56+
(NK-xnerkn), CDI19+ (B-numdonuuts). UmmyHodbe-
HOTMITUPOBaHUE CYOTIOMYJIAINIA TUM@POILIUTOB OCYIIe-
CTBJISIOCH METOJIOM TTPOTOYHOM IIUTOMIYOMETPUM C UC-
MOJIb30BAHUEM COOTBETCTBYIOIIMX MOHOKJIOHAJTBHBIX
antuten (Becton Dickinson).

B rpynme mMamueHTOB € CETCMCOM JOHOIIEHHBIMU
pomuuchk 8 (53%') neteit, HemoHomeHHBIMU — 7 (47%).
B rpynme ¢ J0oKaauM3oBaHHBIMU GopMaMu WHOEKIU
B cpok pornuiuck 4 (40%), octambHbie 6 (60%) — B pe-
3yJIBTaTe TIPEeXAeBPEMEHHBIX poloB. Bcero HemoHOIIEH-
HBIX feTeit 6but0 13 (52%), B TOM umcie 4 pebeHKa poau-
Jmch Ha cpoke 28—30 Hen recraumu, 9 geTeil — Ha CpoKe
30—36 Hen. loHommeHHBIX ObUTO 12 (48%) neteii.

JvarHo3 HEOHATAJIbHOTO CeTicuca ObUT YCTAaHOB-
JIeH Ha OCHOBAaHWMM pPa3BUTUS CUHIPOMA CHCTEMHO-
IO BOCTIAJIUTEILHOTO OTBETA C TIOBBIIICHHEM B KPOBU
KoHueHTpauu C-peakTuBHOro Oenka Oosiee 1,5 mr/
JUT, HAJTMYIUST OJHOTO WU HECKOJBKUX 04aroB MHGEK-
LIUY, BBIACICHUS MUKPOOPraHW3Ma U3 BEHO3HOW Kpo-
BU. B 3 (20%) ciydasix ©Mello MeCTO paHHee pa3BUTHE
cericuca, B 12 (80%) — mo3mnee. Y 4 (27%) nmeteit 3a-
PETUCTPUPOBAHO TTOpaXkeHWe MUIIEBAPUTETBHOTO TPaK-
Ta B (popMe SI3BEHHO-HEKPOTMUECKOTO JHTEPOKOIUTA
(y onHoOTrO pebeHKa 3a001eBaHNE OCIOXKHUIOCH IEPUTO-
HUTOM), y 7 (46%) — pa3Bunach mHeBMOHMS, Y 4 (27%) —
THOWHBI MeHUHTUT (Tabma. 1). Y 3 (20%) neteit mmeno
MECTO OJHOBPEMEHHOE pa3BUTHE MMHEBMOHUN U SI3BEH-
HO-HEKPOTUYECKOTo 3HTepoKosuTa. B 2 ciyyasix Heo-
HaTaJIbHBIN CETICUC 3aKOHYMIICS JIETAIbHBIM MCXOIOM:
B OJTHOM CJIy4ae 3TO ObIIT peOGeHOK ¢ THOWHBIM MEHWH-
TUTOM, OCJIOKHUBIIMMCSI OOIITUPHBIM KPOBOUBIUSTHAEM
B TIpaBYIO JJOOHYIO JOJIO TOJIOBHOTO MO3Ta, B IPYTOM —
peOeHOK, pOIUBIINICS C 9KCTPEeMaTbHO HU3KOM Maccoit
Teja, y KOTOPOTO B TOCHIEAYIONIEM Pa3BWINChH ITHEBMO-
HUS U I3BEHHO-HEKPOTUUECKHU I SHTEPOKOJIHT.

DTHONOTHST HEOHATAJTLHOTO CeTichca Oblla YCTaHOB-
JieHa Tobko B 3 (20%) cnyvasix: y 2 JeTeil B pe3ysbTate
BBIIEJICHUST MUKPOOPTaHW3Ma U3 KPOBU (B OTHOM ClTydae
BbIceBasiach Kl.pneumoniae, Bo BTopoM — S.similans), y of-
HOTO pebeHKa (C THOMHBIM MEHMHTUTOM) — Ha OCHOBAaHUU
0OHapyXeHUsT B JIUKBOPE aHTUTEHA CTPETITOKOKKA TPYII-
bl B (St.agalactae). B rpyniie nereii ¢ JJoKaanM30BaHHBIMUA
dopMaMut MHGEKIINHN Y IEBITEPBIX OblIa IMarHOCTUPOBAHA

! 3mech u pamee % BBIYMCIIEH YCJIOBHO, TaK KaK KOJIUYECTBO
nereit <100.
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ITHEBMOHWUS, B OMTHOM CJTyJ9ae MMEJI0O MECTO Pa3BUTHE ITy-
3bIpYATKA HOBOPOXKACHHBIX, 00YCIIOBJIEHHOM S.aureus.

KoHTpombsHYyI0 TpyTImy cocTaBwim 13 3M0pOBBIX AeTeit
(8 MOHOIIEHHBIX, 5 HEAOHOIIEHHBIX) TEPUOaa HOBOPO-
>KJIEHHOCTH.

IMonyyeHHBIe JaHHBIE OBLTNA TTOABEPTHYTHI CTATUCTH -
yecKol 00paboTKe ¢ MPUMEHEHWEM ITaKeTa MporpamMm
Statistica for Windows 6,1 (Statsoft Inc., CIIIA) u mipo-
rpammHoro obecrniedueHust MSExel (Microsoft). 3Hauenust
WCCIIeMyeMbIX TTapaMeTPOB Y HEJOHOIIIEHHBIX IeTei cTa-
TUCTUYECKN HE OTIMYAINCH OT TTOKa3aTesiel JOHOIIeH-
HbIX (p>0,05), Mo3TOMY CpaBHEHUE 3HAYEHUI B TpyMIax
OOJIbHBIX JIeTell MPOBOAMIOCH C MOKA3aTeNsIMU 00beaU-
HEHHOM TPYIITBI KOHTPOJIS.

Pe3ynbraTbl

YcTaHOBJIEHO, UTO BEKTOp W3MEHEHWI YuWCiia Jiei-
KOIINTOB TieprcepruecKoil KpOBU B OCTPOM TIePUOIE
KaK TeHepaTN30BaHHBIX, TaK W JIOKAJTM30BaHHBIX (HOpM
WHGEKIMH WMeJT pa3HOHAIPAaBICHHYIO OPWEHTAITUIO.
ITpwu cencuce B 47% cnydaes (7 neTeit) oTMeUanaoch pas-
BUTHE JieliKonTo3a, B 20% (3 pebeHka) — JIeMKOIeHUH,
B 33% (5 nmeteit) KOJMUYECTBO JIEMKOLIMTOB OCTaBaJOCh
B TIpeiesiax HopMbl. [1pn JToKamm30BaHHBIX (hopMax Jieli-
KOLIMTO3 OTpeensiics y 3 nerei, JeiikorieHuss — y 1 ma-
IIMeHTa, HOpMOITNTO3 — y 6. OMHaKOo MeIMaHa KOJTMIeCcTBa
JIEWKOIIMTOB KaK TIPH CeTICHCe, TaK W TIPU JIOKAJTM30BaH-
HBIX (hopMax WMHQEKIMI JTOCTOBEPHO HE OTIMYagach
OT 3HaYE€HUI KOHTPOJbHOWM Tpynrbl (Tabda. 2). B To xe
BpeMsI B 00EUX TpyTITax 00JbHBIX KOJIMIECTBO HEUTpObH-
JIOB ¥ TUMOITUTOB TieprdeprIecKoil KpOBU JTOCTOBEPHO

OTJIMYATUCh OT KOHTpOoJIsA. Kak mpu cericuce, Tak U Mpu
JIOKAJIM30BaHHBIX (opMax MHOEKIWii MeauaHa dYKclia
HeHTpodUIOB ObLIa JOCTOBEPHO BbIIIE, a TUMGOILIUTOB,
COOTBETCTBEHHO, HUXe KOHTpouisa. [1pu aTom mocToBep-
HOI pa3HUIIBI M3y4aeMbIX TTapaMeTPOB MEXIy rpyraMu
OGOJIBHBIX BBISIBIIEHO He 0b110. ClleyeT OTMETUTD, 4TO Y 6
JeTell TP HeOHATATbHOM CeTICHce U 'y 2 TIPU JIOKATN30-
BaHHBIX MH(MEKIIMIX UMEJIO MECTO pa3BUTHE aOCOIOTHOM
JIMMOOIICHNN.

3HaYeHWs MOHOLIMTOB KPOBU TIPU CETICUce ObIIN 3a-
METHO BBIIIE, YeM TIPU JIOKAJTM30BAHHBIX WHMEKIIUSIX
U B KOHTPOJIbHOU rpynne. OnqHako MearuaHa MOHOLIMTOB
B 00€UX TPYIIax OOJbHBIX JOCTOBEPHO HE OTINYAIUCH
oT KoHTpoJis. B 20% ciyyaeB HeoHaTaIbHOTO cercuca (y
3 fmeTeii) OTMeUYaaoch pa3BUTHE aOCOIIOTHONW MOHOLIMTO-
nenun. CpaBHeHUE MeAWaHbl YUCIa JIEHKOIUTOB, Hel-
TPOGUIOB, TUMMOLIMTOB U MOHOILIUTOB KPOBU C YUETOM
CPOKOB TeCTalluM KaK IMPU JIOKAJIU30BaHHBIX, TaK W MPU
TeHepaM30BaHHBIX (hopMax 3ab0JIeBaHMIT JTOCTOBEPHO-
TO Pa3INYusT MEXIY TOHOIIEHHBIMU U HEJOHOIIIEHHBIMU
neTbMu He BbisiBWIO (p>0,05). OgHako pa3Butue abco-
JIIOTHOM TUMMOTIEHNH Y HEOHOIIIEHHBIX IeTei TpU Heo-
HaTaJIbHOM CeTICHCe PeTUCTPUPOBATIOCh B 2 pasa vaille,
YyeM y IOHOIIIeHHBIX (Tab. 3).

OcCTpHIif Tepro HEOHATATLHOTO CeTcrca poTeKaeT
Ha (pOoHe YrHETeHUs KJIETOUHOTO MMMYHUTETA, YTO MPO-
SIBJISLIOCHh  CYIIECTBEHHBIM CHMUXeHueM vucia CD3+,
CD4+, CD8+ u CD16/56+ numboLIUTOB KPOBU (CM.
Tabs. 2). Haubosnee BbipaxkeHHbIE U3MEHEHMS ObLIU 3a-
peructpupoBanbl B cyononynsauusx CD4+ u CD16/56+
kieTok: nokazarean CD4+ nuMoiuToB CHUXAIUCh

Tabauya 1. Oyarn Bocnajienus y AeTeil ¢ JIOKAIM30BAHHBIMHI H TeHepATM30BaHHBIMU (hopMaMi OaKTepuaIbHbIX HHpekuwii, adc. (%)

Jlokanu3zaiuus oyara MHGEKIUKU
(xTmHUYecKast hopma)

JlokanuzoBaHHbIE BapuUaHThI I/IH(i)eKL[I/II/I

(n=10) Cericuc (n=15)

Jlerkue (MHEBMOHMS)
KoxHble MOKpOBHI (ITy3bIpyaTKa)
KuiirleyHuk (3HTEpOKOIIUT)

Mo3sroBbie 000J104YKH (MEHUHTUT)

9 (90) 7 (46)

1(10) —
_ 4(27)
= 4(27)

Tabauya 2. Tloka3aTem MMMYHHBIX KJIETOK KPOBH Y JeTeii ¢ pa3manbivu hopMamu 6akTepuaibubix ugekuuii, Me(MKP)

KonTposibHas rpyrmnma

IMokazarenb (n=13) Cencuc (n=15)
JleiikoLuTBI 10000(9500—13200) 13 800(8500—20 400)
Heiirpoduner  2590(2160—3168) 8400(3400—14 500)
MoHouuTbl 1002(873—1183) 1400(700—1800)
JIumdouuter  6100(5510—8064) 3200(2000—4500)
CD3 3908(3809—4937) 1098(805—2483)
CD4 2900(2411-3557) 726(572—2026)

CD8 866(570—1263) 316(184—-0561)
CD16/56 842(506—1116) 229(34—-0481)
CD19 439(371-0892) 425(160—0568)

JlokanuzoBaHHBIE

uHbexkuun (n=10) Pia Pis Prs
12 800(11 400—16 800) 0,12 0,13 0,7
6602(5291—1 3608) 0,001 0,001 1,0
970(858—1729) 0,17 0,95 0,59
3701(3198—5117) 0,0003 0,013 0,26
2944(2562—3172) 0,0001 1,0 0,01
2278(2007—2478) 0,00009 0,04 0,01
670(474—0839) 0,001 1,0 0,025
302(131-0380) 0,0006 0,001 0,5
357(294—-0594) 0,17 0,08 0,88

Ilpumeuanue. Me — menuana, MKP — MexXXKBapTUJIbHBII pa3max.
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B 3,9 pasa oTHocUTeTbHO KOHTpOJisT, a CD16/56+ nmum-
domutoB — B 3,6 1 CD8+ numdonutoB — B 2,7 pasa
COOTBETCTBEHHO. Y HEJIOHOIIEHHBIX JeTel CHIUKEHUE
ypoBHs1 CD4+ numMdoLnTOB HIKE MUHUMAaJILHBIX 3HA-
yeHnil oT™Meuanoch B 57% ciydaeB, CD8+ mumdonu-
TtoB — B 100% ciygaeB, CD16/56+ mumdorutos — B 85%
cJlyJaeB, y JOHOIIEHHBIX JeTeil — COOTBETCTBEHHO B 62,
75u B 37% ciydaeB (cM. TaoI. 3).

JlokammzoBaHHble (OpMBI  MHGMEKIUN  MpOTEeKaIN
Ha (poHe HU3KUX YMCJIOBBIX TIOKA3aTeNiel CyOITomyIsiuii
CD4+ u CDI16/56+. Ilpu satom ypoBeHb CD4+ mumbo-
LINTOB OBLJT IOCTOBEPHO HIKE B TPYIIIE IETEH C CETICUCOM.
3navenust CD16/56+, x0T M ObUIM CaMBIMU HM3KUMU
MpY CeTcrce, OMHAKO pa3HUIA B CpaBHUBAEMBIX TPYII-
rax He ObLIa TOCTOBEPHO 3HAYMMOI. MennaHa 3HaYeHUI
mutoTokcmyeckux CD8+ nmuMdoLMTOB MpH JIOKATN30-
BaHHBIX (hopMax MHGEKIINI He OTJInYanach OT KOHTPOJIS.
YV HenoHOIlIEHHBIX AeTel cHKeHue ypoBHst CD4+ num-
(omnToB HIXKE MUHUMAJIBHOTO YPOBHST oTMedain B 50%
ciayyaeB, CD8+ mumdornutoB — B 83%, CD16/56+ aum-
douuToB — B 16%. Y NOHOLIEHHBIX AETEI CHUKEHNE YKC-
s1a CD8+ nmum@o1mToB HUXE YCIOBHOTO KOHTPOJISI UMEJIO
MecTo B 50% ciyuaeB, a CD16/56+ mumdornutos — B 25%
(cM. Ta6:. 3). 3nauenusi CD4+ numbOoUMTOB y TOHOIIEH-
HBIX JeTel BCera OCTaBaINCh B TIpeieaXx HOPMBI.

Mzyuenue nokaszaresnst B-numdormros (CD19) mo3so-
JIUJIO YCTAHOBUTD, YTO KaK TIPH CETICHCe, TaK U TIPY JIOKa-
JIM30BaHHBIX (DopMax MHGPEKINI 3HAYEHUS UCCIIETYeMOTO
rmapameTpa JOCTOBEPHO He OTIMYAINCH OT 3HAY€HH T KOH-
TpOJIbHOM TpymIibl. OgHako B 83% ciyyaeB y HEIOHOIIIEH-
HBIX JeTell ¢ JOKAJIM30BaHHBIMU MH(MEKIUIMU U Y BCEX
JIeTeil ¢ HeoHaTalbHbIM cericucoM ypoBeHb CD19+ num-
(oumToB OBIT HUXKE MWHUMAIBHBIX 3HAUEHWI, TOTHa
KaK y JOHOIIEHHBIX IeTel TAKOTO poJa M3MEHEHUS per-
ctpupoBasioch B 50 1 62% city4aeB COOTBETCTBEHHO.

CpaBHeHUe MeIMaHbl YKMCIIa BCeX M3ydaeMbIX CYyO-
TIOTTYJISIIINH TUM(OITUTOB C YIETOM CPOKOB TeCTalllH
He BBISIBUJIO JOCTOBEPHOU pa3HUIILI MEXIY TOHOIIEH-
HBIMU ¥ HEJOHOIIEHHBIMU JE€TbMM KaK TPU JIOKAJTN30-
BaHHBIX, TaK U TeHepaJIM30BaHHbBIX (hopMax 3abojeBa-
Huit (p>0,05).

OO0cyxaeHue

VY nereit mepuoma HOBOPOXIEHHOCTH C Y4eTOM He-
3peIOCTH MX aJalTUBHON MMMYHHOW CHCTEMBI OCHOB-
HOe 3HayeHHe B 00eCIeYeHU MPOTUBOMHMEKIIMOHHOM
3aIIUTBl  TIPUHAMIEKUT (PakTopamM BpPOXICHHOTO WM-
MYHUTETa — HeWTpoduIaM, MOHOIIMTAM, JACHAPUTHBIM
KJIeTKaM U Tp. Kak n3BecTHO, perucTpupyeMble pu 0aK-
TepPUATBHBIX MHGEKINUSIX U3MEHEHUS B TieprhepuIecKoit
KpPOBHM B BUJIE JEWKOIIMTO3a U HEWTpoduiae3a Harpasie-
HBI, C OTHOW CTOPOHBI, HA HENTpaIU3aIuio MUKPOOPTa-
HU3MOB, C Ipyroii — Ha JIOKaJI13alM0 BOCTIATUTETLHOTO
npoiiecca. OgHaKO B psijie ciydaeB MpU OaKTepUaTbHBIX
WHGEKIUSIX HAOJII0IaeTCsl He POCT, @ YMEHbIIIEHUE YKCia
JIEWKOIUTOB, HEM30eKHO TTPUBOASIIEE K CHIKEHUIO ca-
Hupyoliei 3(hhEeKTUBHOCTU BCETO 3B€HA BPOXKIEHHOTO
WMMYHHWTETA M HECTIOCOOHOCTHM JIOKATM30BaTh MH(GEK-
1uto. B Haliem ucciaenoBaHUM TIPY CETICUCE JIGMKOTIEHUS
perucTpupoBaiach B 2 pasa yailie, 4YeM Ipu JJOKaJIU30BaH-
Holt (popme OakTepuanbHOit MHMpekunu. [Tpuunnb hop-
MUPOBAaHUS JIEMKOMEHUN pa3iudHbl. K 4Mciy TaKOBBIX
MOXKET ObITh OTHECEHA M BBICOKAsT aKTUBHOCTD TMPOIIEC-
COB aronT03a UMMYHOKOMITETEHTHBIX KJIETOK, YTO OBIIO
omnrcaHo HaMu paHee [5].

besycnoBHo, nenaTh Kakue-1100 00001IeHUs 1 OTpe-
JIEJISITh 3aKOHOMEPHOCTU Pa3BUTHST peakldii Ha TaKoit
HeOOJBIIION TpyIme OONBHBIX, KaK 3TO OBUIO B HAIIMX
HCCIIeIOBAHUSAX, HEBO3MOXHO. MBI MOMBITATUCH TTOHSTh
00IIyI0 HampaBJIeHHOCTh M3MeHeHUi. CpaBHUTEIbHBIE
WUCCIeOBaHUS TIOKa3aJlk, YTO mpoiiecc (hOpMUPOBAHUS
WMMYHOCYIIPECCUM B OTBET Ha WH(EKIMOHHYIO arpec-
CHIO KaK y JOHOIIEHHBIX, TaK U Y HEAOHOIIIEHHBIX HOBO-
POXXIEHHBIX B 1IeJIOM cxoneH. B Oosbiieit Mepe n3MeHe-
HUS KacaroTcsl KJIETOK afanTUBHOTO 3BeHa MMMYHUTETA.
BrioHe oxmpmaeMm 1 BRIABIEHHBIN HaMU (akKT OOJIbIICH
YaCTOTHI Pa3BUTUST TaKUX KU3HEHHO OIMACHBIX UMMYHO-
CYMPECCUBHBIX COCTOSTHUI TIpU cericuce (B CpaBHEHUH
¢ JIOKaJM30BaHHbIMU ¢hopMamu). [lo HamMM AaHHBIM,
pa3BUTHE CETICHCa Y HEJOHOIIEHHBIX JIeTeil acCOLUMUpo-
BaHO C TOTAJIbHBIM TTOIaBlieHHEeM 3(P(hEeKTOPHOro 3BeHa
KJIETOYHBIX W TYMOpPAJIbHBIX UMMYHHBIX peakluii (3Ha-

Tabauya 3. Pa3BuTie UIMMYHOCYNIPECCHH B OCTPOIi (hase reHepaIM30BAHHbIX U JIOKAJIM30BaHHbIX (hopm uHbekuwmii, adc. (%)

Hetu ¢ cericucom (n=15)

ety ¢ jokanm3oBaHHBIMU MHbeKuusIMu (n=10)

L JIOHOIIICHHBIE (n=8)  HeIOHOIIEeHHBIE (n=7) TIOHOIIeHHBIE (n=4) HEIOHOIIEHHBIE (n=6)
Jleiikormrer (<5-10°/71) 0 3(42) 0 0
Hevitpodusr (<2-10°/1) 0 1(14) 0 0
Jlumcortuter (<3-10°/71) 2(25) 4 (57) 1(25) 1 (16)
MownoruTsl (<0,5-10°/1) 1(12) 2 (28) 0 0
CD3 (<1,9-10%/1) 5(62) 4 (57) 0 2(33)

CD4 (<1,5-10°/m) 5(62) 4 (57) 0 3(50)
CD8 (<0,8:10°/m) 6 (75) 7 (100) 2 (50) 5(83)
CD16/56 (<0,3-10°/) 3(37) 6 (85) 1(25) 1(16)
CD19 (<0,5-10°/m) 5(62) 7 (100) 2(50) 5(83)
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yuMoe CHuxeHue ypoBHs1 T8-addexkTopoB m B-num-
¢ouutoB). [lo-BuaumMomy, 3Ta 3aKOHOMEPHOCTh HE SIB-
JISIETCS  MMATOTHOMOHWYHOM Uil TeHepaJIM30BaHHOTO
BapuaHTa OakTepuaiabHbIX MH(pekuunit. JJocrarouHo ya-
CTO MMMYHOCYIIPECCHUsI TMOJAOOHOTr0 pojia COMPOBOXKIA-
eT JIOKaJu30BaHHbIe (hOPMbI MH(MEKIIMOHHOW OO0JIe3HU.
VYV 2 manueHToB ¢ JTOKaJM30BaHHBIMU (popMamMu MHOEK-
mun (cM. Tabja. 3) Mbl PErMCTPUPOBAIU SIBICHUST JTUM-
domeHun. Jleiiko- 1 HEWTPOIEHUSI — CUMIITOMBI, pa3-
BUBILIMECS B HallleM CJy4ae TOJIbKO Yy HETOHOIIEHHBIX
nereii. Mbl oTaem cebe OT4eT B TOM, YTO BbIpaske€HHBIE
U3MeHeHus JeiikopopmyIbl (B TOM YMCIIe U OMTMCAHHbIC
BBIIII€) B HEMAJIOW Mepe OTPEeeIsIIOTCSl TUTIOM MUKpOoOa,
BbI3BaBLIEro 3a00eBaHue. TeM He MeHee, yuuTbIBas OJ1a-
TOMPUSATHBINA MCX0N OOJIE3HU, Mbl MOXEM KOHCTaTUpPO-
BaTh, YTO MPOTHOCTUYECKOE 3HAUYEHUE OTPUIIATEIHLHOTO
pe3yJibTata TecTa M B HallleM cllyyae BEJIMKO: OTCYTCTBUE
JIEKO- M HEWUTPOTIEHUN acCOLIMMPOBAHO C OJIarOMpusIT-
HBIM UCXOJIOM (C OTCYTCTBHMEM JIETAJILHOTO MCXO/a) CeIl-
TUYECKOTO Tpollecca.

CrenyeT OTMETUTb, YTO 3pEJOCTb IUIONA, TO-BU-
IUMOMY, HEe TJIaBHBII W HE eIMHCTBEHHbIN (akTop,
orpenensitoininii - (OpMUPOBAHUE HWMMYHOCYIIPECCUH
npu cencuce. JIocTaTOYHO YaCTO OMUCHIBAEMbIN (heHO-
MeH (Ie(UILIUT TOro Win nHOro akTopa) Mbl HaOI01aeM
y IOHOIIIEHHBIX eTeil. UMMyHoIerIpecCuBHBIE CUTYaIIuKN
MMEIOT MECTO U Y MalIMEHTOB C JIOKAIM30BaHHBIMU (hop-
MaMy MH(EKIIMOHHBIX 3a00JIeBaHNA.

Jlaxxe Ha mepBbIi B3IJIsAI TMOKAa3aTeJM MMMYHUTETa
NIEMOHCTPUPYIOT TOT (haKT, UTO pa3IMIMsI B TTOKa3aTesIX
Y JOHOIIEHHBIX U HEJIOHOIIIEHHBIX KaCaloTCs TIPEUMYIIIe-
CTBEHHO KJIETOK, OTBETCTBEHHbIX 3a peaiu3alluio ajarn-
TUBHOTO MMMYHUTETA, W, YTO HE MEHee YIWBUTEIbHO,
Mbl HaOJIIOIATM UX B OCHOBHOM B TpyIIax MallMeHTOB
¢ JIOKaju30BaHHbIMU (opmamu uHbekuit. Pazputne
TeHEPaIM30BaHHOIO MPOLECCa AaXe B YMCIOBOM BbIpa-
JKEHUU «ypaBHUBAET» JETeil C pa3HbIM YPOBHEM 3peJio-
ctu. bosiee ueM B MOJIOBUMHE CIy4yaeB PErUCTPUPYIOTCS
cepbe3Hble U3MEHEHMST B YPOBHE KJIETOUHBIX 2JIEMEHTOB
afganTtuBHOro 3BeHa. CXOMHbIE, HO MEeHee BhIPaKeHHbIC
M0 YacTOTe peakilMyM HEeJOHOIIEHHOro pebeHKa Mbl Ha-
OJIIoIAJIM U IPU JIOKAJTM30BaHHOW MH(EKINN.

BaxHeiiiee MecTo B MMMYHHOM CHCTeMe TIpUHajIe-
KUT, Kak u3BecTHO, CD4+ numdbouuram (T-xenrnepsi),
OTIpECNSIIONIMM W HATpaBJISIONIUM XapaKTep WMMYH-
HOTO OoTBeTa INpu MHGpEKIMOHHON arpeccuu. C yuyeToM
TUMA TPOAYLUPYEMBIX UMU IUTOKUHOB T-xenmepsl (Th)
knaccudpuumpytotr Ha Thl, Th2 u Th17 [7]. I1pu sTom
ecin Thl cTUMyIMpPYIOT MUMMYHMTET TIPOTUB BHUPYCOB
U BHYTPUKJIETOYHBIX OakTepuii, To Th2 — mpoTuB BHe-
KJIeTOYHBIX OakTepuii, Th17 — obecrnieumBarOT 3alIUTY
OT UH(peKINi, 00yCTOBICHHBIX MPEUMYIIECTBEHHO TPU-
o6amu [8]. Ilpu cercuce MOXET UMETh MECTO TO/ABIIE-
Hue JII000Tro M3 Tpex CyOTUIIoB T-XenmnepoB, MPOSIBIISIO-
meecsl Kak yMEHbIIIEHUEeM MX KOHLEHTpalluu B KPOBH,
TaK M CHMXXEHHEM CUHTe3a BbIpabaThIBaeMbIX UMM 1IM-
ToknHOB. Lutorokcnueckum CD8+ numdornram

u NK-xnerkam (CD16/56) oTBOmMTCSI OCHOBHAsI POJIb
B o0ecrie4yeHUr MPOTUBOBUPYCHOTO UMMYyHMUTeTa. CHM-
KeHure B kpoBu yucia NK-kierok accouuupyercst ¢ pas-
BUTHEM WJIM peaKTUBALIMe TaTeHTHOM BUPYCHOM MH(EK-
1 (K IpuMepy, repretuyeckoit) [9]. Xopoio nzBecteH
dakT covyeTaHUsT TSKENBIX (POPM MEHWHTOKOKKIIEMUU
C TIPOSIBJICHUSIMU TePIIeTUUECKOM MH(PEKIINN.

Takum 00pa3oM, y HOBOPOXKIEHHBIX JIeTeil OaKTepu-
ajibHble MH(EKIIMY MPOTEeKalT Ha (poHEe HU3KOTO CONEpP-
KaHus (haKTOPOB aJaliTUBHOTO KJIETOYHOTO UMMYHHOTO
OTBETa, YTO HEOOXOAMMO YUYWUTHIBATh TPU TPOBEICHUU
Tepanuu. Bemyiias posibs B obecrieueHM MpOTUBOUH(EK-
LIMOHHOM 3aIllUTHI TIPU GaKTepUaTbHBIX MHPEKINIX OT-
BOAUTCS TYMOPAJIbBHOMY UMMYHUTETY, B YACTHOCTH, UM~
MYyHOIJIOOY/IMHAaM. Y neTeil mepuoaa HOBOPOXIEHHOCTU
(0co0eHHO y HEIOHOIIEHHBIX) CITOCOOHOCTh CUHTE3UPO-
BaTth IgG-anTutena cHmkeHa [10]. AKTuBHas1 miepemnada
X Yepe3 MaTepUHCKYIO TUIAIIEHTY, KaK U3BECTHO, MPOUC-
XOIUT Julb nociie 32-it Henenu rectatuu [11]. TToatomy
KoHIIeHTpalus MarepuHckux IgG B KpoBU HEOHOIIIEH-
HBIX JeTell OYeHb HU3Ka. B cBs3M ¢ 3TMM 000CHOBaH-
HBIM SIBJISIETCS BBeACHWE TaKUM IETIM BHYTPUBEHHBIX
WMMYHOTJIOOYJTMHOB C 3aMECTUTENIbHOM liebto. C npy-
TOi CTOPOHBI, (DAKT CYIIECTBYIOIIEH UMMYHOCYIIPECCUr
KJIETOYHOTO 3BeHa aJaliTUBHOTO MMMYHUTETA YKa3bIBacT
Ha O0OCHOBAaHHOCTb TPOBEACHUSI U MMMYHOCTUMYJIM-
PYIOILIEN TEpanuu.

Kak yxe orMeyeHo, OMHUM U3 MEXaHU3MOB, NMPUBO-
NAIINAX K CHIDKEHUIO 39(P(HEeKTUBHOCTA UMMYHHOTO OTBETa
TPU CETICHCe U 00YCIOBIMBAIOIINX HEOJIArOMPUSITHBIN UC-
X0J1 3a00JieBaHUsI, SIBJISIETCSl alloONTO3 KJIETOK UMMYHHOM
cuctembl. [IpumeuyarenbHO, YTO B OTIMYME OT JUMGO-
LIUTOB, KOTOpBIE TMOABEPTalOTCSI YCKOPEHHOMY ariorTo3y,
aronTo3 HeUTPO(MUIOB MPU CETICUCE UMEET OTCPOUCHHBII
xapakTep [12]. YBenuueHue BhIOpOca B KPOBOTOK He3pe-
JIBIX (hOPM HEUTPO(DUIIOB B COUETAHUU C 3aIEPXKKOI aro-
MTO3a HUPKYJUPYIOIIMX 3peibiXx (POPM COMPOBOXKIAETCS
3HAYUTEJIbHBIM YBEJIMYEHUEM B KPOBU OOJIBHBIX C CETICU-
COM YHnCIa HEUTPOPUIOB PA3IUYHON CTENEHU 3PETOCTH.
Panee Hamu OBLIO YCTAHOBJIEHO, UTO OCTPBII TIEPUOJ HEO-
HaTaJIbHOTO CeTicrca MpoTeKaeT Ha (h)OHe aKTUBALIMY aTlo-
nro3a JuMbouuToB Tepudepudeckoii kposu [5]. B pe-
3yJIbTaTe CETNICUCUHIYLIMPOBAHHOTO aronTo3a CHUXKAETCS
KOJIMYECTBO KJIETOK KaK BPOXKIEHHOTO, TaK U afalTHBHO-
ro ummyHutera — CD4+, CD8+ numdonuros, B-mumdbo-
LIUTOB, JIEHAPUTHBIX KJIeTOK [13—15].

EnuHcTBeHHBIE KIIETKM UMMYHHOM CUCTEMBI, IEMOH-
CTpUpPYIOIIME YCTOMYMBOCTh K TIpolleccaM arorro3a, —
a10 T-perynstopubie kinetku (Treg), ypoBeHb KOTOPBIX
OTHOCHUTEJIbHO JpYruX CyOomomyasiuuii  JuM@oirToB
yBeJIMYMBAETCsl KaK B KPOBH, TaK M B TKaHsx [12]. [To-
BbIlIEHUE ypOBHsS Treg Tpu cerncuce COMpPOBOXIACTCS
WX WUMMYHOCYIPECCUBHBIM BIMSIHMEM KaK Ha KJIETKU
BPOXJIEHHOTO WMMYHUTETA, TIPOSIBJISIIOIIETOCS] CHM-
XeHHeM (QYHKIMOHAJTBbHOW aKTUBHOCTH HEWTPOMUIIOB
1 MakpodaroB, Tak U Ha (paKTOPbI aTAITUBHOTO UMMY-
Huteta. [lpu 3TOM OoTMeuaeTcsl CHUXKeHUe Tiposnudepa-
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Xaepmbmoe X.C. u coasm. OcobeHHOCTH MMMYHHUTETA Y HOBOPOXIECHHBIX NIETEH C IOKATM30BAHHBIMU U TE€HEpATIM30BaHHBIMU q)OpMaMI/I...

mu ¥ (GYHKUMOHATBHOW aKTUBHOCTU 3((HEKTOPHBIX
T-xnetok [16, 17]. Pesyabratbl MOpMOIOTUIECKUX HC-
c/ieIOBAaHUI TKaHel TallMeHTOB, YMEPIIUX OT cellcuca,
Tak>Xe BBISIBJISIIOT HAJIMUKME BBIPAKEHHOTO arorro3a UM-
MYHHBIX KJIETOK, YTO HaOJI0JaI0Ch Y JIUI Pa3HOTO BO3-
pacTta: HOBOPOXIEHHBIX, JIETeil cTapliero Bo3pacta U y
B3pocbIX [18—20]. AonTo3 KJIETOK MMMYHHOM CUCTEMbI
PETUCTPUPYETCS] HE TOJIBKO B KJIETKaxX rnepudepudyeckoi
KpPOBHU, HO U B TUM(OUTHBIX OpraHax — ceJie3eHKe, JTMM-
daTtryeckux ysnaax, TUMyCe, a TakKXe acCOLMUPOBaHHOM
C KUILIEYHUKOM JIUM(OUIHON TKaHu [21].

B wammx mccnemoBanusix y 27% neteil HeoHaTab-
HBII CETCUC COTPOBOXAAICS Pa3BUTHEM SI3BEHHO-HE-
KPOTMYECKOTO 3HTepokoauTa. [1besnb KIeToK mulleBa-
PUTETBLHOTO TpaKTa CTAHOBUTCS TIPUUMHON HapyIIeHUS
LIEJIOCTHOCTU KUIIIEYHOW CTEHKM, TTOBBIIICHUST €€ TPO-
HUIIAEMOCTHU 1 TPaHCJIOKAlIMY IPaMOTPUIIATEIbHBIX OaK-
TepUil KUIIEUHOH MUKPODIIOPHI B CUCTEMHBII KPOBOTOK,
CMOCOOCTBYSl Pa3BUTHIO TaKoil (hOpMbI peakiiuyd BpoO-
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Disseminated herpesvirus infections in children at the present stage

G.R. Fatkullina, V.A. Anokhin, A.N. Dzhafarova

Kazan State Medical University

PaccMoTpeHbI BADHAHTBI TEYEHHMsT XPOHUYECKO# reprieTHIECKOi MH(EKIMH Y I€Tell ¢ BOBJICYEHHEM B POIIECC HECKOILKMX CEPO3HBIX 000~
JoueK (mosmcepo3ut). O0CYKIAITCS BO3MOKHBIE TATOTeHETHYECKHE MeXaHH3MbI ()OPMUPOBAHKS OIOOHBIX MPOSIBJICHMIA 3200.I€BAHNS.

Karouesote caosa: demu, noaucepozum, muoxapoum, acyum, eudponepumoneym, BI'16, Dnwmeiina— bapp eupyc, yumomezanosupyc,

2epneceupycol.

The paper considers the types of chronic herpesvirus infection in children, which involves several serous membranes (polyserositis).
It discusses possible pathogenetic mechanisms for the development of such manifestations of the disease.

Key words: children, polyserositis, myocarditis, ascites, hydroperitoneum, human herpesvirus 6, Epstein—Barr virus, cytomegalovirus,

herpesviruses.

Ha CETOMHSIITHUN NeHb CYUTAETCSA, YTO WHOUIIN-
POBAHHOCTH HaceJieHUs1 3eMJU XOTsl Obl OTHUM
MpeacTaBuTesieM cemelicTBa Herpesviridae oueHb BBICO-
Kasi U cocTaBiisieT mpuMepHo 90—95% cpenn B3pOCIbIX
[1—4]. [To nanHbiM BO3, cMepTHOCTH OT 3a00J1€BaHNIA,
OOYCJTOBJICHHBIX TepIiecBUpycaMU, 3aHMMaeT BTOPOE
MecTo mocie rpumnmna [2]. Ha tepputopum ObiBIIETO
CHT pasnuyHbiMM (hopMaMu TeprieTUYeCcKuX MHMEeK-
Ui exerogHo 0osieroT okoixo 20 MurH genoBek [1, 2].
AKTYaJIbHOCTb U3Y4Y€HUs ITUX 3a00JieBaHUI ompene-
JISIeTCS He TOJbKO MX MOBCEMECTHBIM pacIpocTpaHe-
HUEM, HO M HEOOBIYHOW TPOITHOCTHIO BO3OYIUTES
(BO3MOXHOCTBIO MMOpaXkaTb MHOTHUE KJETKH), €ro CIo-
COOHOCTBIO K MEPCUCTCHIIUU U JIATEHIIMU B MHQPUIIN-
poBaHHOM opraHusme [5—7].

BupycomM reprieca uenoBeka 6-ro tuma (BI'46), npen-
cTaBlIeHHBIM nByMs1 cyoturmamu BI'Y6-A u BI'Y6-B,
OGOJIBIIMHCTBO HAcCeJIeHUsT 3apakaeTcsl B paHHEM IeT-
ckoM Bospacte [5, 8]. V nmereit ¢ BI'Y6 TpaguliMoHHO
CBSI3BIBAIOT TAKME COCTOSIHUSI, KaK BHe3aIHasl 9K3aHTe-
Ma, JTuxopanaka, auapest, apeopuabHbie cynoporu |35, 9].
ITo Mepe pacmMpeHusT HAIIMX 3HAHWK 00 3TOM BUpYCe
C HUM CTalli acCOLMMPOBATh BUCOUYHYIO MeIUaIbHYIO
SIUJICTICHIO, TSKEIYI0 HEBPOJOTUYECKYIO TATOJIOTHUIO
THTIA PACCESTHHOTO CKJIEP03a, MINATbHbBIE OTTYXOJIH Y Jie-
Teil, SIUJIETITUYECKUI CTaTyC, MOCTTPaHCIJIaHTALIV-
OHHBbIe MH(MEKIINU, CUHIPOM XPOHMYECKOM YCTaIOCTH,
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CUHIIPOM JIEKapCTBEHHO-UHAYLIMPOBAHHON THUIIEPUYYB-
CTBUTEJIBHOCTHU 3aMeIJICHHOTO TUITa U T.01. [2, 5, 10—15].
Bonee Ttoro, ¢ aTUM BUPYCOM CBSI3BIBAIOT U Pa3BUTHE
MaToJIOTUU psiia BUCLEPaTbHBIX OpraHoB. B yacTHO-
CTH, MOSIBUJINCH COOOIIEHUSI O TOM, UTO 0oba cyOTuIa
BI'Y6 mMoryT ctath MpUUMHON TTOpaXkKeHUsT BCeX 000710~
Yyek cepjlia, a Takxke 000J04eK pa3HoOro poja MmojaocTeit
KaK y UMMYHOIACOUUMTHBIX, TaK U Y UMMYHOKOMIIE-
TEHTHBIX MalueHToB [16, 17].

ITonucepo3uT — OJHOBPEMEHHOE BOCIaJeHUE
CEpO3HBIX 000JI0YEK Ccpa3y HECKOJbKUX II0JOCTEN
(TuteBpHI, TepuKkapaa, OPIOIIMHBI, MHOT/IA CYCTaBOB).
DTo HecrneuuduUUecKuili Tpolecc, KOTOPbI MOXET
OBITh MHAYLMPOBAH WH@eKIueh, OmyXxojblo, CHU-
CTEMHBIMU OOJIE3HSIMU COEIMHUTEIbHOW TKaHU, Me-
NUMKaMEHTaMM, ayTOBOCMAJUTEJbHBIM MpoleccoM (K
npuMepy, npu nepuoandeckoit 6oneznn) [18]. INaro-
GU3MOIOTHSI TOTO SIBJIEHUS N0 KOHIA He sicHa [19].
CorjlacHO HeKOTOPbIM MCTOYHUKAM JIMTePATyphl MO-
JIMCEPO3UT XapaKTepeH IJIsl TaKMX pa3HbIX MO CBOeH
npupoje 3abo1eBaHN, KaK TYOepKyJie3 U peBMaTU3M,
cucTeMHasi KpacHasi BoJl4aHKa, CeTCcucC, MMHEBMOHMS,
ypeMmusl pa3InuvyHOTO MpoucxoxaeHus. Mmerorcs oT-
JiebHbIE COOOIIEHMS O POJIM TepPINeCBUPYCOB B pa3Bu-
TUU 3TOTO siBieHUs [19]. XoTs, Kak yXe yKa3blBajaoCh,
10 KOHIIa HEM3BECTEH BECh CIMEKTP MaToTeHETHYe-
CKHUX MEXaHU3MOB MOJUCEePO3UTa, HEOOXOIAUMBIM
MOMEHTOM €ro pasBUTHUSI SIBJSIETCS, TMO-BUIAUMOMY,
TUMEPNPOAYKIIUS MPOBOCTANIUTENbHBIX IIUTOKUHOB,
ByacTHOCTU uHTepaeiikuHa (IL)-1p [18, 20]. UmeHHO
C U3MEHEHUSIMU B CUCTEMEe LIMTOKMHOBOTO Tpodus
CBSI3BIBAIOT CETOMHS W PSII TSIKEbIX MAaTOJOTUUECKUX
COCTOSTHU MPU XPOHUUECKUX repreTUuUecKux nHpeK-
uusix [12—15, 21]. [IpuBoauM KIMHUYECKKUE TTIPUMEPDI
TaKOTO, IOCTATOYHO PEIKOTO IMPOSIBJICHUSI XPOHUYE-
CKHUX FepneTudeCcKnX MHPEKIUA.
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Knunnyeckwnii nmpumep 1.

Manbuuk 4,5 netr. U3 aHamHe3a XM3HU U3BECTHO,
YTO peOEHOK OT TPeThel, MpOoTeKaBIlIel ¢ Yrpo30il Tpe-
peiBanus B III TpuMecTpe GepeMeHHOCTH, BTOPBIX CPOU-
HBIX, CAMOCTOSITEILHBIX pOAOB. Macca Mmpu poXIeHUU
3350 . BLI2K u BakimmHamnust mpoTUB TeratuTa B BeIMON-
HeHa B poAuJIbHOM JgoMe. Torma Xe BBISIBJIEH BPOXIEH-
HBIM TIOPOK cepaia (medeKT MeXIpeacepaHoi mepero-
POIKM, OTKPHITBINM apTepualbHBIN MPOTOK). B Bo3pacte
1 roga mpou3BeeHa paauKaibHasi KOPPEKIMs MOpoKa.
HaGnronancs y kapauosnora B TIJIaHOBOM TOpsiaKe. AJi-
JIEPrOJIOTMYECKUII aHaMHe3 He OTsrolieH. B Bo3spacre
3,5 JIeT repeHec BeTPSIHYIO OCITY B CpeaHeTsKenoi pop-
Me, 03 OCJTOKHEHUIA.

B Bo3pacte 4,5 net 3a00J1e71 OCTPO: TTOBBIIIEHUE TEM-
nepatypbl 10 cyogeOpunbHbIX 1Mbp, caabocTb, 0ou
B kuBoTe. Ha cieaytonuii neHb TemriepaTypa HopMaJin3o-
BaJlach, TTOSIBWJICS BJIaXKHBIN Katesnb. HazHaueHa Tepanust
aHTMOMOTHUKAMMU per 0s, 00paboTKa 3eBa MECTHBIMU aHTU-
centukamu. Yepes 3 gHs TeMIiepaTypa CHU3WIACH 10 Cy0-
HOpPMaJIbHOM, TOSIBUJIOCHh OECTMOKONMCTBO, CTOH BO CHE.
BrimonHeHo ynbTpasBykoBoe nccienoanue (Y3U) opra-
HOB OpIOIIHOM TIOJIOCTU — 32 MOYEBBIM ITy3bIpeM BU3ya-
Jm3upoBaiock 17,5 MM cBoOOIHOI XuakocTu. bosbliiioe
KOJIMYECTBO CBOOOJHOM YKUAKOCTU B TIOATNICUEHOYHOM
u noacene3eHouHoM yriax. [To manasiM Y3U rpynHoii o-
siocti — 23,5 1 21 MM XUAKOCTH B TIJIEBPAJIbHOM TTOJIOCTH
CIpaBa 1 cjieBa COOTBETCTBEHHO (JIBYCTOPOHHU TUIPOTO-
pakc). Ilo pesynsraTam peHTreHorpachuu OpraHoB TpyJI-
HOM KJIETKU B TIPSIMOI U OOKOBOI TTPOEKIIUSIX YCTAaHOBJIE-
HBI MpU3HAKKU KapavoMeraauu. [Ipn ocMoTpe XUpyprom
XUpPYpruveckasi rmarojorust UCKJItoueHa.

ITpu mocTyrieHUK B OTAEIeHUE peaHUMaLIU U WH-
teHcuBHOI Tepanuu (OPUT) pebeHok B cO3HAHUU, OT-
MeyJaeTcsl BbIpaXkeHHasi C1a00CTh MBIIIL HOT, BSIJIOCTb.
PeGeHok caMoCTOSITETBHO MATU HE MOXET, JOCTaBJIeH
Ha pykaX. KoXHble MOKpOBBI OJieqHBbIe, KOHEYHOCTU
XOJIOJHBIE Ha OllyIb, OOpalaer Ha cebds BHUMaHUE
1IMaHO3 HOCOTYOHOTro TpEeyroJabHUKA, CBHINIM Ha KOXE
HeT. [lacTo3HOCTh JUlIa U Bek, nepudepuyeckre oTe-
KA Ha TOJIEHSX, ThUIbHOW TTOBEPXHOCTH CTOM. Bumm-
MbI€ CITU3UCThIE OJieAHbIC, BIaXKHbIe, 0€3 BBICHITTAHUIN.
MeHUHTeaTbHBIX 3HAKOB, 0YaroBOM HEBPOJIOTUYECKOM
CUMIITOMATUKU, cynopor HeT. DoTopeakinsi 3pavykoB
Ha cBer xuBas, D=S. Ilepudepuueckue aumdoysb
He yBeJIWuYeHbl. [IbIxaHWe caMOCTOSTEIbHOE, ayCKYJb-
TaTUBHO OCJIA0JIEHO TT0 BCEM TIOJISIM, pacCesTHHbIE e/1U-
HUYHBIE Cyxue XpUIbl. OIBIIIKA CMEIIAaHHOTO XapaKTe-
pa, BTSKEHWE YCTYIMYUBBIX MECT TPYIHOM KIIeTKU. TOHBI
cepana MPUTIYIIeHbI, pPUTMAYHbBIE, BO BCEX TOUKAX BbI-
CIYIIUBAETCS CUCTOJMYECKUI IIyM. PUTM CHHYCOBBII,
122—126 B munyty. Hopmotensus. KuBoT yBenudeH
B o0beMe, MEPKYTOPHO OTpPeAeIsieTcs] TUMIaHUYeCKU A
3ByK. AcliuT. CUMNITOMOB pa3apaxkeHusi OPIOIIMHBI HET.
Ileyens +5 cMm u3-non Kpast pedEepHOl 1yry MO TIpaBoit
CPeIHEKIIOUYNYHON JTUHUM, cefedeHka + 1.5 cm. Cryn
U AWype3 He HapyIIeHBI.

Pe3yabratel o0cienoBanus. B o0mux aHamm3ax Kpo-
BU CTOWMKHUI JTUM@OUUTO3, B MOCIEAYIOIEM — aHEeMUs
(remorno6un 103 r/m), TpobouuToneHus (mo 96-10°/m),
MoHoLMTO3 - 18%. Koarynmorpamma: CHMKEHUE YPOBHS
npotpoM6uHa o Ksuky (59%), ¢ mociieayronmum moBbI-
menueM (141%), yBenmueHnue (B 2,5 pasza) KoOaUJecTBa
D-numepoB. B OnoxuMuyeckom aHajiu3e KpoBU — TIO-
BBILIEHWE aKTUBHOCTU TpaHCaMMHAa3 B 3 pasa, YpPOBHS
C-peakTtuBHOTO OeJiKa B 7 pa3 u TpaHcdeppurHa B 2 pa3a,
npokaabluToHuH 0,14 Hr/mi1. YpoBeHb aHTUCTPETITOJIM -
3nHa-0 B JOMYCTUMBIX Tpeaenax. KucioTHo-111en109Hom
COCTaB KPOBM IO ra3zaM U JIEKTPOIUTAM KOMIEHCUPO-
BaH. Uccnenosanust kposu Ha BUY, Bo3OyauTe i Bupyc-
HOTO renarura u cuduinca — OTpuliaTeSbHbIE.

BbInoT B mojiocT nepukapiaa v rjieBpajibHblie MOJI0-
CTU UMEJI XapaKkTep 9KccyaaTa: MOBbIIIIEHHOE KOJUYECTBO
netikormToB (60 m 120-10° B 1 MKI COOTBETCTBEHHO),
MPEeUMYIIIeCTBEHHO 3a cueT TMMbounToB (95 1 98% coort-
BeTCTBeHHO), C-peakTUBHbBII OEJIOK — 5 HOpPM, CIUIOIIb
CBEXHUE SPUTPOLIUTHI, MTOJIOXKUTENbHAs Tpoda PuBainbra,
€AMHUYHbIE KJIETKU Me30Teusl. TecT Ha Haluuue Omyxo-
JIEBbIX KJIETOK OTpUILIaTeJbHbIA. MeTomoMm mnojaumepas-
Hoii enHoii peakuuu (ITLLP) B kpoBu o6Hapyxenst JTHK
BTY6 u Bupyca Onmreitna—bapp 1300 u 768 000 kormit/
MJI, B TuieBpasibHOM Xuakoctu 870 u 12 430 koruii/mi,
B BBITIOTE U3 TMojiocTu Tiepukapaa — 420 u 9390 konuii/
MJI COOTBETCTBEHHO. [Ipyn uMMyHODEepMEHTHOM aHaIU-
3¢ CHIBOPOTKM KpOBU: OOHapyxeHbl IgM K KarncumHoMmy
antureny u IgG K paHHeMy aHTUTeHY BUpyca DMIITei-
Ha—bapp; IgG x BI'U6 He obHapykeHBI. TecThl Ha BU-
pychbl MPOCTOrO reprieca TUIOB 1,2, IIMTOMETaJIOBUPYC,
OakTepualbHYI0 KOHTAMWHAILIUIO KPOBU, IepUKapau-
QAIBHOU M TJIEBPAIBHOMN XXUIKOCTEW — OTPULIATEIbHBI.
MuKpocKonuueckoe uccieoBaHue v JIOMUHUCLIEHTHAS
MUKPOCKOTIMSI Ha HaJMuue BO30yauTesnell TyOepKysesa
B BBINIOTE U3 MOJIOCTU NIEPUKAp/a U IMJIEBPATbHOMN XUIKO-
ctu — orpuniatesibHbl. DIASKIN-TEST orpuniatenbHbIi.
B o0G111em aHanm3e MOUM — KpUCTAJLTYypHSI.

WHcTpyMeHTaIbHBIE UMCCIIEIOBAaHUS B JUHAMU-
Ke 3abojieBaHUs: KOMIbIOTepHasi Tomorpadus opra-
HOB TPYAHOI KJIETKU U OPIOIIHON MOJOCTU — KapTUHA
rupornepukapiaa, IBYCTOPOHHETO TUIEBPUTA, IBYCTO-
POHHE! MOJMCEerMEHTapHO MHEBMOHMUHU, aclUTa CO
CKOIJIEHUEM 3HAUYUTEJbHOTO KOJMUYECTBA XKUAKOCTU
B MPOCTPAHCTBAX BEPXHE 4acTU OPIOUIHON MOJOCTH.
PeHTrenorpadust opraHoB IrpyIHOI KJIETKU — BBIPaXKEH-
HO€ pacuIMpeHue TeHU cep/lia, MPeuMyIeCTBEHHO Bie-
BO, HaJIMYMe BBIMOTA B 00EUX TLJIEBPAIbHBIX MOJOCTSIX
C «3aTEKOM» 10 MEXI0JIEBOH IIeBpe (M0 TOPU30HTAb-
HO#l 1 kocoit mensMm). Kynona nuadparmbl HeyeTKue.
ITHeBMaTH3a1Ms JIETKUX CHUXXEHA B HUXKHUX OTJeIax.
OKI: cHUXeHMe BoJbTaxa, CUHYycOBasi OpaauKapaus,
YIJIMHEHUE DJIEKTPUUECKON CUCTOJIbI Xeaya0ukoB. 13-
MeHeHus1 B Muokappae. MckiioueHbl crienuduyeckuii
1 HEoOJACTHBIN TreHe3 MoJaucepo3uTa, Ae0l0T CUCTEM-
HOTO BOCHAJUTEIbHOTO 3a00JIeBaHUSI COEIMHUTETbHOM
TKaHU U BacKyauTa. Dxokapauorpadusi ¢ AOMIIEPOM:
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MTOJIOCTH cepjlia He pacinpeHbl. Hanmnune nepukapam-
QJIbHOTO BBITIOTA 32 3alHEW CTEHKOU JIEBOTO XXEJIyd04-
Ka 10 3 ¢cM, B 001aCTU BEpXyUIKHU /10 3,2 cM, 3a TIpaBbIM
xenynmoukoM 10 2,2 cMm. CokpaTtuTenbHasi ClOCOOHOCTh
MeHbIle HOopMbI. Dpakius BeiOpoca 68%, bpakuus
ykopoueHus 37%.

JlnarHo3: coyeTaHHass XpOHMYECKasT reprieThdecKast
nHbexkumsa (Bupyc DmmreitHa—bapp + BI'U6) B cranun
AKTUBHOM peTIMKaliK, HepeBMaTUIECKUI KapINT: 9KC-
CYAaTUBHBIN TIEPUKAPIUT, MUOKapauT. [lomuceposut:
JIBYCTOPOHHUI TUAPOTOPAKC, ruaporneputoHeym. Comyr-
cTByIOIIEe 3a00JieBaHKE: 1e(heKT MEXITPEICEPAHOM Mepe-
TOPOIKU, OTKPHITHIN apTepuaIbHbIi TPoTOK. COCTOSTHIE
TocJjie paauKaabHON KOPPEKIIVH.

IMoayyan nevenue: uedanocnopunsl I noxoneHus
B TeueHue 3 Hell U BHYTPUBEHHO TeHTaMulMH 10 mHeid,
allMKJIOBUP BHYTPUBEHHO 3 pa3a B CyTKHU 3 Hel ¢ Mociie-
IYIOIIMM TiepopaibHbIM TipueMoM 10 mHe#r + mpemapar
uHTepdepoHa a-2b per rectum, B nanbHellIeM MHO3MHA
MpaHOOEeKC per 0s. AHTUKOATYJISIIIMOHHYIO Teparuio Te-
IMApUHOM C TIOCIIEAYIOIINM TTepeXoa0oM Ha (pakcUTapuH
n BapdapuH. Kapaunoronnueckas nomaepxka — 4% no-
(amun B no3e 3 mxr/kr/mMuH + aurokcut 0,04 mr 2 pasa
B JIeb MPU YacTOTe CEPACUYHBIX coKpalieHuit 90 B MUHYTY
U BbIlIE, 7 AHeil. MerabonnyecKkast Tepanusi — arjieruH
BHYTPUBEHHO KalleJbHO; HECTEPOUIHbIE TPOTUBOBOCTIA-
JINTEIbHBIE CPENICTBA.

B mporecce Tepanuu oTMedanach IOJOXUTETbHAST
nuHaMuKa: yepes 17 nHeit Ha DKI amekTpryeckast cucto-
Jla XeJTyIOYKOB HOpMajn30Bajiach, U3MEHEHUSI B MMO-
Kapje ¢ MoJIOKUTEbHO TMHaMUKOM. B ocTphlii mepuon
3a00J1eBaHUST TIALIMEHT TIPOXOJMJI OOCJeOBaHUE U Jie-
yeHne B JIeTCKOW TopoICKON KIMHUYECKOW OOJbHUIIE
Ne9 um. I'H. Cniepanckoro (MockBa), B TOCTIEIYIOIIEM —
o Mecty kurtenabcTBa (Kazans, KK PKWB). ABnenus
repuKapaIuTa KyrnupoBaiuch yepe3 1 mec, yepes 2 mec
KUJIKOCTU B OPIOIITHOM MOJOCTU TaKXKe HE OMPEACIsIOCh,
ncuesmm JJHK BupycoB n3 kpoBu. B ciroHe coxpaHsnch
JHK Bupyca Omnreitna—bapp u BI'Y6 B KoHLIeHTpau
82 000 u 24 000 kommii/mMyn cooTBeTcTBeHHO. CepOKOH-
Bepcusl o BUpycy DmirteiiHa—bapp npousoiiia yepes 5
Mec, mo BI'Y6 He permctpupoBaiach Ha TMPOTSDKEHUU
7 Mmec (niepuon HaoOmoneHus), JJHK Bupyca Dmireii-
Ha—bapp u3 ciaonsl ucuesna, JHK BI''Y6 coxpansiercst
B cioHe — 9000 xonuii/mi. B Hacrosiuii MOMEHT ma-
ueHT nponoskaet HabmonaTeest B KJIK PKUB Kazanu.

Knunnyeckuii mpumep 2.

Manbuuk 3 siet, 3a00ieJ1 OCTPO C TIOBBIILIEHUS TEM-
neparypbl 10 39,0°C, mosiBJIeHMsT Xparia Bo CHe, OoJei
B ropJjie. Ha cienyroomuii 1eHb CTaju 4eTKO BU3YyaJIU3U-
pOBaThCST YBETMYEHHBIE IIeIHbIE TUM(OY3IbI, BEISIBICHA
aHTWHA. YYaCTKOBBIN MeAnaTp paclueHWIT CUMIITOMATUKY
KaK TIposiBJieHWe WH(EKIIMOHHOTO MOHOHYKJIe03a, Ha-
3HaYeHa Tepamus CyrmpakcoM, oOpaboTKa 3eBa aHTUCETI-
TUKaMM, XapoTIOHWXKAIOIIMe TIPU TeMIlepaType BBIIIe
38,5°C. OnHako TemIieparypa Teja coxpaHsijlach Ha he0-
PWIBHBIX UG pax, TMMQOY3JIbl YBETUIUINUCH ellle 00b-

111e, peOeHOK CTaJl IBIIIATh OTKPBITHIM PTOM, MO-TTPEKHE-
My XXaJIOBaJICSl Ha CUJIbHYIO Oousib B ropie. Ha 7-i1 neHb
00JIe3HU TOCTIUTAIM3UPOBAH B UH(PEKIIMOHHBIN CTAIIO-
Hap. [lonrona Hazan peGeHOK MepeHec BHEOOTbHUYHYIO
JIEBOCTOPOHHIOI0 OPOHXOMHEBMOHUIO.

ITpu mocTyrieHUU COCTOSIHUE OLIEHUBAJIOCH KaK Cpefl-
HETSDKEJIOe 32 CYeT OOUIETOKCUYECKOro U JUMGpOnpo-
MpepaTUBHOTO CUHAPOMOB, CHHAPOMAa TOH3WLIWTA.
B co3HaHuu, MEHMHTeabHBIX 3HAKOB, 0YaroBOil HEBPO-
JIOTUYECKON CUMIITOMAaTUKU HeT. bieneH, nmuio macros-
HOe, CBhIlIM Ha KOXe HeT. B 3eBe paznurasi runepemus,
MWHIAJTWHBI TUTIEPEMUPOBAHBI, TMPAKTUUYECKU CMBIKa-
IOTCS TIO CpefiHei TMHUK, OOUJIbHBIe (pOPMHO3HBIE Ha-
JIOKEHUS C IBYX CTOPOH, TPYAHO CHUMAaeMbIe I1ITIaTeIeM.
Hocosoe npixanue 3atpynHeHo. IlleiiHbie num@oy3ibt
3HAUUTEJIbHO YBEJUYEHBI C 00EUX CTOPOH, «ITaKETOM»,
00JIe3HEHHBIE MPU TaJIbIIallM1, MAKCUMAaJbHbBIM TUaMeTp
3,5 cm, D>S. Takke yBeTMYEHBI MOAMBIIIIEYHbBIC U TTaX0-
Bble uMdoysnbl (d=2,5 cm). Tleuens +3,5 cM usz-mon
Kpasi pebepHOIi 1yTH, MO CPeIHEKTIOUMYHON JIUHNU, ce-
Jie3eHKa yBeJMyeHa Ha 4 cM.

B o6mieM aHanms3e KpoBUM — YMEPEHHBIN JIEMKOIM-
TO3, JUMGOLNTO3, 26% aTUIMUYHBIX MOHOHYKJIEApPOB.
YpoBeHb C-peKTUBHOTO OejiKa MOBBIIIEH B 5 pa3; aHTHU-
crpenToiau3uH O B JOMYCTUMbBIX HOPMaJIbHBIX TPAHUIIAX.
B GuoxumuyeckoM aHaiM3e KPOBU OTKJIOHEHUI HE BbI-
sieiieHo. B xpoBu metonom ITLIP ooHapyxena [JJHK Bu-
pyca OmreiitHa—bapp u BI'Y6 — cooTBeTcTBeHHO 26
000 u 51 000 konuii/mna. Tect na JIHK nmuromeranoBu-
pyca, BUpyca IpOCTOro reprieca TUMoB 1,2 oTpuiiaTesieH.
NMMmyHObEpMEHTHBI aHallu3 ChIBOPOTKU KpoBu: IgM
K KarncugHoMy aHTureny, IgG K simepHOMY aHTUTEHY BU-
pyca DmreitHa—bapp — nmonoxutensHble, IgM K paH-
HeMy aHTUTeHY Bupyca DmiurteliHa—bapp — orpuiiatenb-
Hblit, IgG x BI'Y6 — otpunatenbHblii. M3 3eBa BbiAeeH
B-reMouTHYEeCKUl CTPEeNTOKOKK Ipymiibl B.

Ha3naueHo lieyeHne: aHTUOMOTHMKM TMapeHTEpPaTbHO
(uedanocropunnl Il moxoneHnust), nHTepdepoH o-2b
peKTaibHO, WHQY3UsI TJIIOKO30COJEBbIX PACTBOPOB.
Ha ¢oHe mpoBoaMMBIX MeponpusITUil (heOpUIbHAS TUXO0-
paaka coxpaHsiiach 8 AHEl, B mocienyioliemM euie 4 THs
Obuta cyodeopuabHoil. Kynuposancs CMHIAPOM TOH3WUII-
JUTa, U3 epudepruyecKoit KpOBU «MCUYE3T» aTUITUYHbIE
MOHOHYKJIEAPHhI.

OpHako Ha 15-i JeHb Mocje ToCIUTAIN3aluU YyTPOM
MPOCHYJICS C TIJIaUeM, XKaJloBaJICsl HA CUJIbHYIO 0OJIb B HO-
rax, He cMor BcTaThb Ha Horu. OTMevanach HeOoJbIIas
MPUMYXJIOCTh JIEBOTO KOJEHHOIO CycTaBa, Koxa Hall Cy-
CTaBOM HOPMaJIbHOW OKpAacKW, MacCUBHbBIC JBUKEHMUS
He orpaHnyeHbl. OCMOTPEH XMPYProM, 3aTeM TpaBMaTO-
sioroM. Ha peHTreHorpamMme KoJIeHHBIX CyCTaBOB uepe3 2
JIHSI B JIEBOM KOJIEHHOM CYCTaBe OIpPEAEsIoCh 60bllIoe
KOJIMYECTBO XuaAKocTH, S>D. KoHndurypauus cyctaBHoi
MOBEPXHOCTU He u3dMeHeHa. [1pu myHKumnu 1oosITa MyT-
Hasl )KUJIKOCTb, COiep>KaHre OelKa U JISMKOIIUTOB MOBbI-
LIEHO 3a cYeT JUMGbOLUTOB, OMYXOJeBble KJIETKU HE 00-
HapyXeHBbI.
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B oG11em aHanM3e KpOBU — yMEPEHHBIH JIGMKOIIMTO3,
smMmpoMoHonTo3, COD 60 mMm/4. C-peakKTUBHbBIE OETOK
MOBBIIIEH B 8 pa3, MPoKaJbLMTOHUH 10 Hr/MJI, aHTUTE-
Jla K IUKJINYECKOMY IUTPYJIMHUPOBAHHOMY TIETITUILY
oTpUIaTebHbIE, aHTUCTPenTOMU3UH O B Mpejaesax HOp-
MBI [ToceB aKkccynaTa 1 KpoBU Ha (hIopy — OTpULIATE T b-
Hblil. B okosocyctaBHoO# x)uakoctu odHapyxeHa JHK
BI'Y6 u Bupyca Ommrreitna—bapp (19 000 u 8600 kommit/
MJI COOTBETCTBEHHO). B CBIBOPOTKE KPOBU MOBBIIIIEH YPO-
BeHb IL-1, IL-8, daktopa Hekposa onyxonu (TNF-a).
K nedeHnIo GbITM MOIKITIOYEHBI HECTEPOUIHBIE MPOTHU-
BOBOCITAJTUTEIbHBIE CPENCTBA, AllUKJIOBUP BHYTPUBEHHO
7 AHEW ¢ TMOCTEeIyIoINM TIePeXoaoM Ha TepopaibHbII
npuem (2 Hen), B AajibHeiIIeM ObUT Ha3HaYeH WHO3WHA
MpaHoOeKC (TPOTIPUHOCHH).

Ha 11-i1 neHb peOGeHOK CTayl XOAWUTb, TIPUXpaMbIBasl,
OJIHAKO TIEPUOAMYECKHU XayoBayicss Ha Oonu. Ilporuecc
MpOTeKaJ BOJHOOOpPA3HO B TeueHHe 2 MeC C MepUOau-
YeCKUM ycUJieHHeM 0oJielt 1 XpoMoThl. OIHAKO CTENeHb
BBIPAXKEHHOCTH KIIMHWYECKUX TPOSIBJICHUI TOCTEIeH-
HO yMeHbInanachk. Yepes 3 Mec or Hayvajia 3a00JieBaHUSI
n3 kpoBu ucuesna JJHK Bupyca OmiureitHa—bapp, eiie
yepes 1,5 mec — JJHK BI'Y6, ncuesnu Mapkepsl Bocma-
nenusi. CepokoHBepcus o DminreitHa—bapp BupycHoi
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Current aspects of the diagnosis, treatment, and follow-up of children with type I galactosemia

S.Ya. Volgina, A.Yu. Asanov, A.A. Sokolov
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PaccmoTpensI akTyasibHbIe IPOOJIEMbI, BOSHUKAIOWIME Y JIeTeil ¢ HanboJiee TsoKe0ii (hopmoii ranakrozemuu I Tuna. OnucaHbl oco-
0EeHHOCTH NMpPoBeIeHHs HEOHATAILHOIO CKPUHMHIA HOBOPOXKIEHHBIX HA rajiakto3eMuio. [IpeacTaBiienbl IMATHOCTHYECKHE KPUTEPUH
KJIACCHYECKOr0, KIIMHHYECKOT0 U OMOXMMHYECKOT0 BADUAHTOB IAJIAKTO3eMUH. BblnesieHbl 0CHOBHbIE XapaKTePUCTUKH KIMHUYECKOi
KapTUHBI U OTAAJEHHbIX NOC/IeACTBHIl 3200eBanusa. Oco0oe BHUMAaHUE Y/IeJIeHO TAKTHKE BeJeHHs 0O0JIbHBIX JIeTeil ¢ pa3padoTKoi
JIMETHYECKOi KOPPEKIUH, JIeYeHHeM OCJI0KHEeHHil, MPoBeeHHeM NPOMUIAKTHIECKHX MePONPHATHIA U JUCTIAHCEPHOTO HADJIIOAEHHUS.

Karoueswte caosa: demu, eanakmosemus, duaeHocmuka, aeverue, OUCNaHcepHoe HabadeHue.

The paper considers the topical problems arising in children with the most severe form of type I galactosemia. It describes the specific
features of neonatal screening for galactosemia. Diagnostic criteria for the classic, clinical, and biochemical variants of galactosemia
are presented. The basic characteristics of the clinical picture and late sequels of the disease are identified. Particular emphasis is
placed on management tactics for ill children via dietary correction, complication treatments, preventive measures, and a follow-up.

Key words: children, galactosemia, diagnosis, treatment, follow-up.

FaHaKTOSCMHH — rpymnma HacJaeACTBEHHBIX ayTOCOM-
HO-pEILIECCUBHBIX 3a00JieBaHUl, OOYCIOBIEHHBIX
HEIOCTaTOUYHOCThIO (DEPMEHTOB, YJYaCTBYIOIIUX B Me-
TabOJM3Me TajJakTo3bl, B pe3yJibTaTe 4eTro HapyllaeT-
¢ TIpeBpallleHre TaJaKTo3bl B TJIIOKO3Y U B OpTaHU3Me
OOJILHOTO HaKaIlJWBAIOTCS MPOAYKThl aHOMAaJIbHOTO
yIJIeBOAHOTO oOMeHa (rayiiakTo3o-l-docdar u ranak-
TUTOJI), KOTOpbIe BbI3bIBaIOT MopaxeHnue [LIHC, mapeH-
XUMAaTO3HBIX OPTaHOB W MPOBOLMPYIOT pa3BUTHE KaTa-
pakThl [1, 2].

Anuaemuonorus

OO611ast yacToTta rajakrozeMun B EBpore Koneonercst
ot 1:18 000 mo 1:180 000 (B cpenHem 1 ciyvait Ha 47 000),
B Poccum — ot 1:11 000 go 1:85 000, B CIIIA — ot 1:30 000
1o 1:191 000, B Anonnu — 1:667 000. B psine eBponeiickux
CTpaH YacTOTa KJIaCCUYECKOW TalaKTO3eMUM COCTABJISIET
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Anpec s koppecnonnenmun: Bonrmna CeersaHa SIKoBleBHAa — JI.M.H.,
npod. kad. rocnuTanbHO mequarpun KazaHcKoro rocynapcTBeHHOTO Me-
JULIMHCKOTO YHUBEpPCUTETA
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1:30 000—40 000, KTMHUYECKOTO BapruaHTa raJlakKTO3eMUU —
1:20 000, 6uoxummyeckoro BapuanTta — 1:10 000 [3—5].

dTuonorna n natoreHes

B ocHoBe 3a0071eBaHMs IeXKaT MyTallui TEHOB, KOTO-
pble KOAUPYIOT (hepMEHTHI, YIaCTBYIOIINE B METaOOIN3-
Me TajlakTo3bl — MOHOCaxXapuaa, BXOMASIIETO B COCTaB
JIaKTO3bI (MOJIOUHOTO caxapa). PazBuTue rurnepraaakTo-
36MHUH MOXET OBITh CBSI3aHO C HEIOCTATOYHOCTHIO TPEX
depMeHTOB [6]: TajmakTo30-1-dhochatypuauiarpancde-
pasbl (TAJIT, ussectHsiit Takke Kak G/G), raJjakToOKU-
Hasel (TAJIK) w ypunuH-mudochar (YAD)-ramakro-
30-4-anumepa3ssl (TAJID).

®epment TAJIT katanu3upyeT TipeBpallleHUe Tra-
nakTo30-1-pochara u YAD-rmoko3sl B Y D-ranak-
TO3y U TJIIOK030-1-docdar. Korna aktuBHOCTL dep-
meHTa TAJIT siBaseTcss HEIOCTaTOUHOM, MPOUCXOAUT
HakoTJIeHWe TanakTo30-1-docdara, ragakro3sl U ra-
JIAKTUTOJIA B DPUTPOILIUTAX, KIETKAX MEYEHN U JAPYTHX
TKaHAX. [AaKTUTON, BIUSIS HA OCMOTHYECKHE TIPOlIeC-
ChI, BBI3BIBAET OTEKM U TTOpaXkeHUe Pa3TNYHBIX KIETOK
U TKaHeil. Hampumep, B pe3yibraTe OTeKa BOJIOKOH
XpycTajliKa pa3BUBaeTCs KaTtapakTa. ToT e mpoilecc
B KJIETKaX TOJIOBHOTO MO3Ta CITOCOOCTBYeT HaOyXaHUIO
HEWpOHOB ¢ (GOpPMHUPOBAHUEM TICEBIOTYMOPO3HOTO
npouecca [7—9].

Knaccudukaums ranakrosemum

B ocHOBY coBpeMeHHO KitacCU(UKAIIMN TaJlaKTo3¢e-
MUU MOJIOKEH 3TUONIorndYecKuii mpuHuui [6]. CoriaacHo
3TOM KJTacCU(UKALIMU CYIIECTBYIOT TPU THUIIA TAJIAKTO3¢e-
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PonunbHbI 10M (CTallMOHAp, MOJIUMKIMHUKA)
CO60p 00pa3loB KpOBH, JOCTaBKa B MEAUKO-TeHeTH4YeCcKyto KoHcynbranuio (MI'K)

l

JlaGopatopus maccoBoro ckpuHuHra MI'K
Onpenenenne ranakTo3sl (TAJ) B cyxoMm IITHE KpOBH

| TAJI<7,1ar/mn | | TAJI>7,181/M0 |

| Hopwma | \\ /| bnank-petect |
| TAJI<7,1uar/mn |

TANIS7 lnr/wn | ———— —————— A7 lar/ma |

Kouncynsranus 8 MI'K
Omnpenenenne I'AJl B cyxom
TISITHE

!

| TAJI>7,1ur/M0 |

l

OrnpeneneHyue akTUBHOCTH TajlaKTo30- | -ypunuiatpaHcdepasbl
MoekyJIsipHO-TeHETUYeCKOE MCCIIeI0BaHIE

l l l l

TpaHnzutropHas TereposurotHoe Tamakrozemus Krnaccuueckas
TaJIaKTO3eMUsI HOCHUTETBCTBO Hyapte rajJlakTO3eMUs
reHa GALT

Meauko-reHeTuueckoe KOHCYJBTUPOBAHUE

INpenaTtanbHas
JIMarHOCTUKA

Cxema. HeoHaTanbHbIi CKPHHHUHI' HA TAJTAKTO3EMUIO.
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Boseuna C.A. u coaem. COBpCMCHHbIC ACIEKTBI AUAaTHOCTUKU, JICUCHUS U HabJroIeHUs 1eTeit ¢ ranakro3emueit I Tuma

MUU, B 3aBUCUMOCTH OT UMEIOIIIETOCs Y 00JIbHOTO AedeK-
Ta OTHOTO U3 TPeX OCHOBHBIX (DEPMEHTOB, YUaCTBYIOIINX
B MeTabOTM3Me TaJTaKTO3bI:

* rajakro3eMus | Tmila — BKITIOYAaeT KJIACCUYECKMIA,
KIMHUYECKUI 1 OMOXUMUYECKUI BApUAHTHI 00JIe3HN
(Bapuant Iyapre D,, unu G/N); a10 Haubonee va-
crasi hopma 3abosieBaHusI, 0OYCTOBJIEHHAsI MyTalluei
reHa, koaupytoiero ¢pepmeHT TAJIT,

» ranakroszemus Il Tuma — meHee yacTast u 6osiee 61aro-
MpusTHas ¢hopma, BeI3BaHHAs 1e(eKTOM reHa, KOTo-
poiit KoaupyeT epmeHT TAJIK;

» ranakrozemus IIl Tuma — penkas ¢opma, oOycioB-
JIeHHas1 Je(heKTOM TeHa, KOIWPYIOUIeTo (epMeHT
ypuawi-audocdar-ranakro3o-4-snumepasbl (aedu-
T TAJID unu anumMepasbr).

leHo-peHoTUNNYECKMe Koppensuum

B Hacrosiee BpemMs naeHTU(GUIIMPOBAHO 0oJiee YeM
250 myraumii reHa TAJIT, KoTopblii KapTUpOBaH Ha KO-
poTkoM 1ureue xpomocoMnul 9p13 [10, 11]. Haubomee pac-
MPOCTpaHEeHHBIE MYTallUM, KOTOPbIe MPUBOAAT K (op-
MMPOBaHUIO TpeX (heHOTUTIOB, TPeACTaBIeHbI B Tao. |
[12]. TIpumepHO 70% anneneil y BBIXOAIEB U3 CEBEPHOI
EBponbl ¢ nedpuiiurom TAJIT mpencraBieHbl MyTauuei
¢ 3aMelleHeM aprMHMHA Ha TJIyTaMUH B TToJIokeHnH 188
oenkoBoii ienu p.[GIn188Arg]. ITo nanusim E.}O. 3axa-
poBoii (2013), 3Ta MyTanus sIBIsieTcs HanboJjiee YyacToi
y 60nbHBIX PD, coctasiss 75% [13].

Ilpu ranakrozemun | Tuma ycTaHOBJEHBI JTOCTO-
BepHbIe TEeHOTUT-(EeHOTUTT Koppehsiuuu. Hampumep,
MOYTU BCE XEHIIMHBI C KJIACCUYECKOW TrajakTos3e-
mueit u reHorurniom p.[GInl188Arg]+[p.GIn188Arg]
UMEIOT TIpeXIEBPEMEHHYIO HEJIOCTAaTOYHOCTh SIMY-
HUKOB, B TO BpeMs KakK y adpoaMepUKaHCKHX >XEH-
IMAH C KIWHUYECKUM BapMaHTOM TaJlaKTO3eMUU
n rteHotunoM p.[Serl35Leu]+[p.Ser135Leu] ona
He BcTpevaercd [14, 15]. Jluna ¢ OmoxuMmuuecKnuM Ba-
PUAHTOM TaJlaKTO3eMUM, HaIIpuMep, KOMITayHIHbIE Te-
Tepo3uroThl ¢.563A>G(p.GInl188Arg) u D,C[940A>G;.
C.-119_116delGTCA], xak mpaBujiao, He TPOSIBISIOT
HUKAKUX TPU3HAKOB U CUMIITOMOB OOJIE3HU U UMEIOT
TOJIBKO OMOXMMHUYecKue OTKIoHeHus. CreayeT Tom-
YepKHYTh, YTO TIPU JIETKUX hopMmax coxpaHsetcsa 2—10%
aktuBHocTH (hepmeHTa TAJIT, mpu MasocuMNTOMHOM
TeueHUU 3abosieBaHug — 10 20—40% [16, 17].

Tabauya 1. Yacteie myranuu B rene TAJIT

AuarHocTtuka ranakto3emuu | Tuna

Ha ocHoBanuu npukasza Ne 185 o1 22.03.2006 . MuH-
3npascolpa3Butusi PO «O maccoBoM 00CIe10BaHUN HO-
BOPOXIECHHBIX JAeTel Ha HaclleJICTBEHHbBIE 3a00JIeBaHMUsI»
HEOHATaJbHBIII CKPUHUHT Ha TajJaKTO3eMUIO TPOBOIST
Ha 4-e CyTKM XXM3HU JTOHOIIEHHBIM 1 Ha 7-€ CYTKU XXU3HU
HEeIOHOIIEHHBIM JeTsaM. OmpezensieTcsl ypoBeHb rajlak-
TO3bI, aKTUBHOCTb TAJIT B cyxux nsTHaxX KpOBU ¢ TOMO-
1bto (hiryopeciieHTHOTO MeTona (cM. cxemy). [TonyueHue
JIOXKHOOTPULATEIBHBIX PE3YJIBTATOB CKPUHUHTA BO3MOX-
HO, €CJT KPOBb ObIJIa B3sTa TIPU MPOBeACHUN NH(PY3UOH-
HOI1 Teparmu HOBOPOXIeHHOMY. JIOKHOITOIOKUTETbHBIE
pe3yabTaThl MOTYT MMEThb MECTO Y AeTeil, POXICHHBIX
MpeXIeBpEMEHHO WK ¢ TIPU3HaKaMu MOPGhODYHKIINO-
HaJTbHO HeapesocTu. [1pu mokazaTesnsx o01eit rajjakTo-
36l 7 MT'% (MT/IUT) ¥ BBIIIE OCYIIECTBISIETCS TIOBTOPHOE
HcclieIoBaHue.

TTpu moy4eHUM TOJIOKUTETBHBIX PE3yJIbTaTOB HEO-
HaTaJTbHOTO CKPMHWHTA Ha3HAvYaeTCs JUeTOTeparus, o/~
HOBPEMEHHO oTpeesieTcss akTuBHOCTh hepmeHTa TAJIT
U TIPOBOIUTCST MOJIEKYJISIPHO-TEHETHYeCcKoe 00cienona-
Hue [18—20]. YToObl yCTaHOBUTH TMAarHO3 KJIacCUYeCKOM
(GOpPMBI WITM KITMHUYECKOTO BapMaHTa raJlakKTO3eMUM, pe-
KoMeHayeres [21]:

* M3MepeHue KOHLEHTpAllMM rajakro3o-1-gocdara
SPUTPOLIMTOB M TAJIAKTUTOJIAa B MOYe (B aHAIM3aX MOYU
TaKXKe PErMCTPUPYETCS aTbOyMUHYpUs, MO3XKe aMUHO-
aluaypust) 1Uist OlleHKU 3(P(HEKTUBHOCTU JIEYSHMUS;

* HEBpOJIOTMYECKoe OoOceNoBaHUEe U TPOBEIEHUE
MarHUTHO-PE30HAHCHOUW TOMOrpaduy roJJOBHOTO MO3ra
(MOTYT BBISIBJISITbCSI aHOMaJIUM O€JI0TO BElleCTBa) Mo Mo-
Ka3aHUsIM;

* o(dranpMosiornyeckoe obcienoBaHue, BKIIIOYAs
WCITOJIb30BaHME IIEJeBOM JTaMIIbI JUTSI BBISIBICHMST Ka-
TapakThl,

*  WCKIIOYCHHWE TeIaToles/UTIONIIPHOM ITaTOJIOTHH,
OCOOEHHO Y TAlIMEHTOB C TMO3IHWM HA4YaJoM JIeUeHUS
3a00J1eBaHKSI, KOTOPBIE MOTYT OBITh TTOABEPXKEHBI PUCKY
pa3BUTHS IIUpPpo3a TedeHn (Ha paHHel ctaanu 0oJie3HU
YacTo OIpeaessieTcss TUMepOMInpyOuHeMusI, CcHadaja
¢ TIpeobamaHeM HaKOTUIEHUST HEKOHBIOTUPOBAHHOTO,
3aTeM KOHBIOTMPOBAHHOTO OUIMPYOUHA).

I1pu knaccuyeckoit rajakrTozemuu [22]:

* YpPOBEeHb TajakTo30-1-dochara 3puUTPOLIUTOB MOXKET

ObITh Bbile 120 Mr/mi, HO, KaK TpaBWJIO, B TEpUOJIE

Kraccuueckas raiakTo3emMus

KiuHuYecKuit BApMaHT rajlakTo3eMU U1

BuoxumMuyeckuii BApMaHT rajlakTo3eMU1

p.[GIn188Arg]+[p.GIn188Arg]

p.[Ser135Leu] + [Serl35Leu]

c.[940A>G:c.-16_119delGTCA]

(Q188R/Q188R) (S135L/S135L)
p-[Lys285Asn] + [Lys285Asn]|

(K285N/K285N)

p-[Leul95Pro]| + [Leul95Pro]

(L195P/L195P)

(A5.2 kb del/ A5.2 kb del)

(4bp 5’ del + N314D/Q188R)
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HoBopoxaeHHocTH Oosiee 10 mr/mi. Ecau mauuveHt
HaXOAUTCS Ha 0e3JTaKTO3HOU aueTe, M3ydaeMblil To-
Kazatesnb Oojbie wiu paseH 1,0 Mr/mn (mpu HopMme
MeHee | Mr/mn);

* cBOOO/HAas TajakTo3a B ruia3Me Kposu 6ojee 10 mr/
I, MokeT gocturatbh 90—360 mr/mi (5—20 Mob/7);

» aktuBHOCTh ¢epmeHTa [AJIT 3puUTPOUUTOB OTCYT-
CTBYET WJIM SIBJISIETCS €1Ba YJIOBUMOI B PUTPOIIUTAX
U TIeYeHU.

IMpyn KIMHUYECKOM BapyaHTe TaaKTO3eMHU:

*  YpOBEHb ranakro3o-1-¢ocdara SPUTPOLIUTOB,
Kak npaBuiio, 6osee 10 mr/mi. [pu cobmoneHun 6e3-
JIaKTO3HOW AueThl OH MeHee 1,0 mr/m;

* cBOOOJIHAsI TajlaKTO3a B 1a3Me KpoBu 6osiee 10 M/,
HO MOXET OBbITh U BHIIIIE;

» aktuBHOCTh (epmeHTta TAJIT spurpormrtoB ot 1
10 10% oT HOpMBI, OTHAKO B HEKOTOPBIX TTOIYJISALIM-
X (Hampumep, y adpoaMepuKaHIIeB) C HaJIUYUEM
runioMmopdHbIX ajieneir, B Tom uucie Serl35Leu/
Ser135Leu, aktuBHOCTh (hepMmenTa TAJIT sputporu-
TOB MOKET OTCYTCTBOBATh WJIM OBITH €Ba YIIOBUMOIA.
B oTtnmyue ot 3TOTO B TIeYeHN aKTUBHOCTH (DepMeHTa
BBIlIE — 0KOJIO 10% OT HOPMBI.

IMpn GuoXMMHUYECKOM BapyaHTe TaJaKTO3eMUU:

*  YpOBEHb ranakro3o-1-¢ocdara SPUTPOLIUTOB,
Kak mpaBuiio, 6osee 1 Mr/mi, uHorna Beie 35 mr/
1. Korma marmeHT HaxoquTest Ha 0e371aKTO3HOM ave-
Te, PETUCTPUPYETCS CHIDKEHWE TaHHOTO TTOKa3aTest
JI0 ypOBHSI MeHee | Mr/m;

* ocraTouHas akTuBHOCTb pepmenTa [AJIT sputpoun-
TOB, KaK MpaBwIio, 6osee 15%, B cpeaHeM COCTaBsIeT
25% OT KOHTPOIBHBIX 3HAYEHUIA.

KnuHuyeckas kaptuHa ranakrosemum | Tuna

Kitaccmueckas rajakto3eMusi — Haumbosee Tsokeast
(bopma HapymieHUs MeTabOIM3Ma TalaKTO3bl, MPU KO-
TOPO#l pa3BUBAIOTCS OIMACHBIE JUIST KU3HU OCJIOXHE-
HUS, BKITIOYasl 3aIepKKy Ppa3BUTHUS, TUIOTJIUKEMMUIO,
reTnaTole UTIONISIPHBIE TTOBPEXICHMS, TeMOpparunIeCcKuii
JIaTe3 v KeATyXy. PomuTenu 4acTo peabsBISIOT Kalo-
ObI HA TPYAHOCTH KOPMJICHUS AeTeil, Y KOTOPBIX 4acTO
BO3HMKAET pBOTA. MIIafieHIIbI, HAXOASIIUeCs Ha aUeTe,
Tuioxo HabupatoT Maccy tena [23]. [lpu obcnenoBaHum
270 HOBOPOXKIEHHBIX OBLIN BBISIBJIEHBI CIEAYIOIINE OC-
HOBHBIE KJIMHUYECKUE TIPOSIBIIEHUs 3TOM (DOPMBI 3a60-
sneBaHus [24]:

*  TemnaTole/UTIONsIpHbBIe TToBpexXaeHus (y 89% neteit) —
xentyxa (y 74%), renatomeranus (y 43%), aHoMaITb-
Hble MeueHOYHbIe TIpoOkI (y 10%), HapyllleHue cBep-
THIBAEMOCTH KpoBU (Y 9%), acuur (y 4%);

* TMIIeBas HerepeHoCcuMOocTh (Y 76%) — pBota (y 47%),
nuapes (y 12%), napymenue anmeruta (y 23%);

* 3agepxka pocta (y 29%);

« BsutocTh (y 16%);

« cynoporu (y 1 %);

* Cercuc, B OOJBIIMHCTBE ClTydaeB 00YCITOBICHHBIN K-
mevHoi manoukoit (y 10%).

Yepe3 HECKOIBKO AHEU Tocie ynoTpeOaeHUsT Tpy/i-
HOTO MOJIOKa WJIM CMeCel, comepsKalluX JaKTo3y, MOXET
Pa3BUThCS CETCUC, BBI3BAHHBIN KUIIEUHOM IalOUKOM,
IIOK W HACTYMUTb CMepTh. Y BBIKMBIIMX MJIAJCHIIEB,
KOTOpBIE TIPOMOJIKAIOT TTOJydaTh JAKTO3y, BO3HUKAIOT
cepbe3HbIe MOBPEXIEHMS roJloBHOTro Mo3ra [25]. Kposo-
WU3USTHUE B CTEKJIOBUIHOE TEJIO, IPUBOISIIIEE K CIIETIOTE,
SIBJISIETCS] U3BECTHBIM OCJTOXKHEHUEM TaJlaKTO3EMH U, XOTS
€ro pacnpoCTPaHEHHOCTh OCTAETCS HEU3BECTHOM [26].

WHreekTyanibHOEe 1 pevyeBoe pas3BuTue. [IpoBeneH-
HOe McclieloBaHMe TIoKasano, uyTo y 45% wu3 177 neteii ¢ ra-
JIAKTO3eMHMeM ¢ BO3pacTOM HaOIOAaoch CHUXKEHHE TT0-
kazareneit 1Q [27, 28]. HapyiieHus peun ObUIM OTMEUEHbI
y 56% w3 243 manreHToB B Bo3pacTe ctapiie 3 jieT. Habuo-
JAJIOCh CHIKEHUE CJIOBApHOTO 3armaca, IeeKThl apTHKY-
JIIIUY, anpakcus pedur. [Ipu MemuKo-TieIarormaeckoit
KOPPEKILINU YJIydllIeHUE COCTOSTHUS PEYeBOTO Pa3BUTHS
npousonuio y 24% neteit. HapyiieHus peun BKITIOYATH
KakK IeHTpaIbHbIe 1e(PEKThI, TAK 1 MOTOPHBIE OTKIIOHEHUST
U pa3BUBAJIUCH C TeYeHUEM BpeMeHU. BMecTe ¢ TeM HeKo-
TOpbIe OOJIbHBIE C TIpOOIeMaMy peur UMeJ CpeHue T10-
KaszaTe M MHTEJIIEKTYaIbHOTO pa3BuTus [29—34].

[puratenbHas ¢yHkimg. Y 18% nui crapiie 5 et
cTpafajia TOHKast MOTOPYKa, OTMEYaIUCh ITPOOIEMBI ¢ KO-
opavHaLIMel ¥ TToxXonKoii. Tsokemast aTakcHst 3aperucTpu-
poBaHa y 2 TOAPOCTKOB. Y B3pPOCIBIX OTMeYasics TPEMOop,
IU3apTpHst, MO3KEUKOBast aTaKCUsl U IUCTOHMS [35, 36].

Dynkimg monosbix kenes. M3 47 neBodyexk M XKeHIIUH
81% wmvenn Tpu3HAKM (POPMUPOBAHUS TIPEKIAECBPEMEH-
HOW HEIOCTATOYHOCTH SMYHUKOB. CpeaHWil BO3pacT Me-
Hapxe 14 net, B quanaszone ot 10 go 18 net. Bocemb u3 34
JKEHIIMH B Bo3pacTe cTapiie 17 JieT MMenu aMeHOpero.
'V GobIIMHCTBA U3 HUX OTMeYaiach OJIMTOMEHOpPEsT U BTO-
puuHasi ameHopest. I3 17 XeHIIMH ToIbKO y 5 Haboacst
HOPMaJIbHBINA MEHCTPYATbHBIN LIUKIL. Y 2 XXEHIIUH, POIUB-
IMX B Bo3pacte 18 1 26 jieT, HUKorma He ObUTO HOpMaJTbHBIX
MEHCTPYaJTbHBIX TIEPUOIOB. YCTAaHOBJICHO, YTO pa3BUTHE
MPEXIEBPEMEHHON HEIOCTATOYHOCTH IMIHUKOB BO3HUKA-
€T MPY HATMYUKY TOMO3UTOTHOCTH 1o MyTatnu p.GIn188Arg
WY B cJIydae coliepsKaHusl rajakro30- 1-cdocdara sputpo-
1mToB Ootbiie 3,5 Mr/m Ha ¢oHe Teparuu |37, 38].

HopManbHbIe MMoKa3aTean KOHILEHTPALMU TECTOCTe-
poHa W/UIM  (POJUTUKYJIOCTUMYIUPYIOIIETO TOPMOHA,
a TakxXe JIIOTEMHU3UPYIOIIETO TOPMOHA B CHIBOPOTKE
KPOBM 3apeTUCTPUPOBAHBI y My>KYrH. B utepatype ecTh
HECKOJIBKO COOOIIEHUI O MyXYMHaX C KJIIACCUYECKOW
rajJlakTo3eMueii, KOTopble cTaiu otuamu. He oTmeue-
HO CTPYKTYPHBIX aHOMaJMi pa3BUTUS B MYKCKOW pe-
MPONYKTUBHOM CHUCTeMe, KOTOpPbIe ObI MOTJIM TPUBECTU
K Oecrutonuto. [lpenBapurtenbHble JaHHbBIE YKa3bIBAalOT
Ha TIOBBIIIEHHYIO PAacIPOCTPaHEHHOCTh KPUIITOPXU3Ma
¥ MaJIblii 00beM criepMbl [39].

JInviHa Tena. Y alyeHToB ¢ rajlakTo3eMueil Habmroma-
JIach 3HAYMTENTbHAS 3aIeP>KKa POCTa B IETCKOM M TTOIPOCT-
KOBOM BO3pacTe. Y B3pOCIbIX OKOHUATETbHbIE TTOKA3aTe/T
JUTMHBI TeJla ObUTA B TIpeliesiax HOpMaJbHOTO Avara3oHa.
IMpu 3agepkKe TMOJIOBOTO Pa3BUTHUS aKTMBU3ALIMS POCTa
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MPOVICXO/INIIA TOJIBKO B TTO3HEM TTOIPOCTKOBOM BO3pacTe.
CHIDKeHUE pOCTa, BO3MOXKHO, CBSI3aHO C HU3KUM YPOBHEM
WHCYJIMHOIIOH00HOoTO (pakTopa pocta 1 [40].

KarapakTa perucrpuponanachk y 30% u3 314 uagu-
BUAYyyMOB. [TouTu Mo0BMHA ClTydaeB KaTapaKThl OIMH-
CBIBAIUCh KAaK <«MSTKUE», <«IIEPEXONHBIE» WIM <«HEO-
HaTaJlbHbIe» W MCYE3aIX TIPU TIPUMEHEHUHU JIeYeOHOTO
muTaHus. TOJBKO 8 MAlIMEHTOB HYXIAJIUCh B XUPYPTIH-
yecKoM JieueHuu [16].

IennepHble  pasnuuus. lamakrozemusi OAMHAKOBO
4acTo BCTpeyaeTcsl Kak y AeBOYEK, TaK U Y MaJIbuMKOB.
INamueHTHI 3keHCKOTO T0J1a cTtapie 10 JieT MeJn 10CTO-
BepHO OoJjiee HU3KME cpemHue ImokKasaTenu 1Q, yem numa
MyXcKoro 1ojia. OHaKO OHU He pa3Invaauch 1o MOTOP-
HBIM U peueBBLIM IToKa3aTessiM [28].

OrtnasieHHbIE OCIOXHEHUS. JlorocpoUYHbIe pe3yabra-
THI y JIETE# CTaplero Bo3pacTa M B3POCJbIX C Kilaccuye-
CKOI TaJaKTo3eMHell CBUIETETLCTBYIOT O BO3MOXHOCTU
pa3BUTHS KaTapaKThl, 3aIeP>KKHU U Ae(heKTOB pedH, OTCTa-
BaHUS B pOCTe, HECITOCOOHOCTH K OOYYEHUIO, HATUIUST
KOTHUTMBHBIX HapyIIeHUI, HEBPOJOTMUECKOTO aedu-
uuTa (TpeMop, AUCTOHUS, SKCTparMpaMuIHble Hapyle-
HUSI, aTaKCHs) U TIPEKAEeBPEMEHHON HeI0CTaTOUHOCTU
SMYHUKOB JaxkKe TIpU paHHEU M aneKBaTHOU Tepanuu [41,
42]. lnutenbHOe peTpocrieKTHBHOE obcienoBaHue 270
MalMeHTOB ¢ KJIACCUUYECKOW TajaKTo3eMUel MoKasaso,
4yTO Oe3rajlakTo3Has JAWeTa He TMpeloTBpainaeT hopMu-
pPOBaHMS MO3THUX OCIOKHEHUI OOJIE3HU, BKITIOYAIOIINX
MopakeHue HEPBHOM CUCTeMbI U SMYHUKOB [24]. Crenyet
OTMETHTb, YTO MPOSIBICHUS OCTOXKHEHUI MOTYT MEHSITh-
¢ Jaxe y JIoJel ¢ OMHUM U TeM XK€ TeHOTUTIOM, CBSI3aH-
HBIM C KJIaCCUYECKOM rajakro3eMueii [43, 44].

ITpuumHbl HEA(PHEKTUBHOCTU TUETHI C OTPAHUYECHU-
€M TaJaKTO3bl B OTHOIICHUM OTIAJEHHBIX TPOSBICHUIA
3a00JiIeBaHUST OCTAlOTCSl HESICHBIMU. s OOBsICHEHMSI
HEYIOBJIETBOPUTEBHBIX PE3YJITATOB JIeYeHUsI OBLIO BbI-
CKa3aHO HECKOJIbKO THUITOTe3, OCHOBAHHBIX Ha TOMCKE
JTOTIOJTHUTEJIBHBIX MCTOYHMKOB TaJaKTO3bl B OpraHU3Me
1 HaKOTJICHUY TOKCUYHBIX TIPOAYKTOB TMTPOMEXKYTOUHOTO
obmeHa. [lpennonaratorcst ciaeayrommue MPUUYUHBI HU3-
Ko 3h(PeKTUBHOCTU TEpATTUU:

*  HaJu4re HeOOJBIIOTO KOJWYECTBA TaJlaKTO3bl B AUE-
TUYECKUX TIPOAYKTAX, CO3MaHHBIX HA COEBOI OCHOBE;

*  TOKCHUYECKOE AENCTBUE BBICOKMX KOHIIEHTpAIIWii ra-
J1aKkT030-1-ocdara;

* HaJU4Me HEIMOMIAIONIETOCS KOHTPOJIO TTOBBIIIE-
HUSI DHIOTEHHOTO CHHTE3a TajaKTO3bl M TajlaKTo-
30-1-ocdara;

* HEIOCTaTOYHOCTh YpuAuInudochoramakrosbl, BO3-
HUKatoulasi B pesyaprate osoka [AJIT u, kak cien-
cTBUE, 1e(EKT peaKlil ralakTo3uanupoBaHus [22].

KnuHuyeckuin BapuaHT ranakrosemum | Tuna

Jlua ¢ KIIMHWYEeCKUM BapMaHTOM TaJlaKTO3€MHUU
I tuna MOTYT HMMETb HCEKOTOPLIC XapPaKTCPUCTUKU
KJIaCCUYECKOM raljaktTo3¢MuMn, B TOM 4YHUCJIE€ paHHEC
pa3sBUTHUEC KaTapaKThl, 3a00JIeBaHUsI INEYCHU, JICTKYIO

YMCTBEHHYIO OTCTaJIOCTh, aTAKCUIO U 3aJePXKY POCTa.
VY nmereii, KOTOpPbIE HE TIOJyYadu O€3JIaKTO3HBIC CMECH,
KJIWMHAYECKUII BapUaHT TaJlaKTO3eMUM MOXET TpPUBE-
CTH K OITACHBIM JJISI XKM3HU OCTIOXKHEHUSIM, B TOM YHCJIe
K TIpo0JeMaM, CBSI3aHHBIM C 3a[ePXKKOI HEpBHO-TICHU-
XMYECKOTO Pa3BUTHUsI, TEMATOIEJITIONSIPHBIM ITOBpe-
KIEHUSM (B TOM YHCJIe [IAPPO3aM U KPOBOTEUECHUSIM).
HeTtu, HaxoasImecst Ha 6€3J1aKTO3HOM IreTe B TeUeHUe
nepBbIX 10 gHEN XU3HU, HE UMEIOT TSIKEJBIX OCTPBIX
HEOHAaTaIbHBIX OCJTOKHEHWIA.

Buoxumuyeckunin BapuaHt ranakrosemum | Tuna

BuoxuMuueckuii BapuaHT SIBJISIETCSI CaMO#l pacrpo-
CTpaHeHHOI (pOpPMOIi ralakTo3eMUM, HE NMEIOILEH KIIU-
HUYECKUX MPOSIBJICHUA.

AunddepeHunanbHbii gUuarHo3

TIpu nuddepeHImanTbHO TMAarHOCTUKE CIeNyeT MC-

KJoyarth [22]:

* HACJIEACTBEHHYIO HETEPEHOCUMOCTh (PPYKTO3bI (11e-
(utut dhpykroso-1-docdaTanbronassl);

*  JIeULNT raJaKTOKWHA3BI,

*  JIeUInT 3rMMepassbl;

*  MH(pEKIMOHHbIC 3a00JeBaHNUS;

*  OOCTpYKTMBHBII BapuaHT XeJIYHOKaMEHHOM 0o0je3-
HU, BKJTIOYasi CUHIPOM AJIaXXWJsl, TPOTPECCUBHBII
CeMEHbII BHYTPUIIEUEHOUHBIN XosiecTa3 (00JIe3Hb
Byler) u neduuT uMTpUHA;

*  TEMOXPOMAaTO3 HOBOPOKIEHHBIX;

* Tupo3uHeMuio | Tura;

* JIpyryve Merabosnyeckue 3abosieBaHus, BKIO4as 00-
ne3nb Humana—ITuka tun C.

BepaeHue 00NbHBIX C ranakTo3eMmen —
avetotepanus [45]

CreayeT TOMHHTh, YTO B OXWIAHUU DPE3YITbTATOB
HEOHATaJTbHOTO CKPUHWHTA TIPY paHHUX TPU3HaKax 3a-
60JIeBaHMS BpaY JOJKHBI OBITH TOTOBBI K TUETUIECKOI
KOPpEKIUM U YAaJICHWIO JIAKTO3bl M3 MUTAHUS HETei.
ITpu rajakTo3eMUM CleAyeT UCKIIOYUTH TPYIHOE MOJIO-
KO, MOJIOUHBbIE CMECH, COIepKalllde JIAKTO3Y, KOPOBbE
MOJIOKO, MOJIOYHBIE TTPOAYKTHI, TIPOAYKTHI, COIEpKAIINe
Ka3eMH M CBIBOPOTKY. Psi TPOAYKTOB pacTUTEIBHOTO
MPOUCXOXICHUST CONEPKUT OJIUTOCAXapuabl — Trajlak-
To3uabl (padduHO3Y, CTaxuo3y) M HYKJICOMPOTEUHBI,
KOTOpbIE MOTYT OBITh TMOTEHIUATbHBIMU MCTOYHUKAMU
ranakro3bl. UCTOUHUKYN rajiakTo3uaoB: 0000BbIE — TO-
pox, 60051, hacosb, YeueBuiia, Malll, HYT U JIp.; cosi (HO
He M30JIAT COeBOro Oelika); IIMMHAT, KaKao, IIOKOJAa;
opex. MCTOYHUKM HYKJIEONPOTEMHOB: TeUeHb, MOYKU,
MO3TU U Ipyrue cyonpoayKThl, TuBepHas Kosbaca, siiua.

Oco6eHHOCTU Ha3HavYeHus NpukopmMa
npu ranakrosemMmmun

CocTaB TIPOIYKTOB M OO TIPUKOpPMa, a TaKXke Cpo-
KU WX BBEICHUS TP TaJlaKTO3eMUU OTPaKeHBI B TaOJ. 2.
TTpu BEIOOPE MPOAYKTOB PUKOPMa TTPOMBIIIIIIEHHOTO TTPO-
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M3BOJICTBA OPUEHTUPYIOTCS Ha CoAepKaHWe B HUX rajiak-
TO3bI (MPY HAJTMYMK MapKUPOBKU Ha 3THKETKe): Ge3omac-
HBIMU CUWTAIOTCST TPOAYKTHI C COAEPKAHUEM TalaKTO3bI
He 6osee 5 mr Ha 100 T ipoxykTa. [1py HaTMUIMM TaTaKTO3E!
B kosmyectse oT 5 10 20 mr Ha 100 T — MPOAYKT MpUMEHSI-
€TCsl C OCTOPOXKHOCTBIO TIOJ] KOHTPOJIEM YPOBHST OOIIIEl Ta-
JTAKTO3BI B CBIBOPOTKE KPOBH, TPU CONEPKAHNY TaJTaKTO3bI
6osee 20 mr B 100 T — MPOIYKT HE UCITOIB3YETCS.

Jlo cux mop HEeT eIWHOTO MHEHMS IO TOBOAY Orpa-
HUYEHUST TIOTPEOJIeHUsT TallaKTO3bl y NeTell TPYIHOTO
U paHHETo Bo3pacTa Ipu BapuaHTe Jyapte. Y aTux mamm-
€HTOB TMOCJIe TTpYUeMa JIAKTO3bI TIPOUCXOIUT HAKOTIJICHUE
MeTaboimTa TajakTo30-1-¢gocdara, HO, KaK IPaBUJIIO,
6e3 opMUpoBaHUS OCTOXKHEeHMI [38].

B TeueHMe TTepBhIX Mecs1IeB KU3HU pebeHKa Ha (hoHe
0e3/1aKTO3HOM JUETHl YPOBEHD OOIIEl TralakKTO3bI MOXKET
OBITH BBIIIIE, YeM Y 3[0POBBIX IETEl, OHAKO OH He TOJIKEH
npeBbIIaTh 3—5 Mr%. Bapocible 60JbHbIE 3HAYUTETBHO
Jlerye TIepeHOCT JJaKTO3HYI0 Harpy3ky. Heo6xomumocTthb
OrpaHMYEHMST TOTPEeOJCHUS MOJOKAa Ha TPOTSKEHUU
BCcell KM3HU SIBsIeTCsl cropHoii. TeM He MeHee 0OJb-
IMWHCTBO CIEUATMCTOB MOIIEPXKUBAIOT TTOKU3HEHHYIO
nuetotepanuio. CieayeT TOMHUTD, YTO TIOJHOCTBIO HC-
KJTIOYWTh TaJaKTo3y M3 pallMoOHa TPYAHO, TaK KakK OHa
MPUCYTCTBYET B CaMbIX pa3HOOOPa3HBIX MUILIEBBIX MPO-
JYKTaX. YCTAHOBJIEHO, YTO OUETUYECKHE OTpaHUYCHUS
BO BpeMsl OepeMEeHHOCTH He BJIMSIOT Ha TOJTOCPOYHBIE
OCJIOXKHEHMS y Ttona [46].

Uudopmauus o nekapcTBeHHbIX Npenaparax

BaxkxHO TOMHUTB O TOM, YTO CYIIECTBYIOT JIEKAPCTBEH-
HbIE TIperaparsl, CoAepKalllie JIAKTO3Y WU TallaKTo3y
(TabneTKu, KarcyJbl, MOACIAIEHHbIE JTUKCHAPBI, TOMEO-
TTaTUIeCKUe Tpernaparthl), KOTOPbIe CIIeayeT UCKITI0UaTh,
0COOEHHO B TIEpMoOJ MilaieHuYecTBa. Henb3st Takke 1mostb-

30BaThCsl HACTOWKAMM U CIIMPTOBBIMU JIEKAPCTBEHHBIMU
¢dopmMaMu, KOTOPbIE 3aMEIJISTIOT SJTMMUHAIIAIO TAJIAKTO3bI
u3 meyeHu. MccienoBaHus MOKa3bIBalOT, YTO, HECMOTPSI
Ha 9K30T€HHOE OrpaHWYeHUE TOCTYIJICHUSI TaJlaKTO3bl
B OpraHuM3M pedeHKa, CYIIeCTBYeT SHIOTeHHasl BbIpabOoT-
Ka rayjakto3sl B Koiamdectse 1,0—2,0 r/cyr. Just cHuxe-
HUS o0pa3oBaHMsI rajakTo3a-l-gocdara MCHONB3YIOT
nHruouropsl pepmenta IAJIK [10, 37].

JleyeHune ocnoxHeHuii [22]

OdTanbMonorndyeckoe JieueHue. XUPYPrudeckoe
BMEIIIaTeTbCTBO IO TTOBOAY KaTapaKThl JOJIKHO OBITh
MPOBEICHO B T€UEHKE TTEPBOTO rofa KU3HU.

Koppekins peun. I[TaneHTHI ¢ anpakcueil 1 au3ap-
TpUel peur HYXIAIOTCS B KOPPEKIIUU C YIaCTHEM JIOTO-
nena, iedexrosora, HeBpoJiora, ICUXMaTpa.

Koppekiiust HepBHO-TICUXUYecKoro pa3putust. Heo6-
XOIMMO oOcJieIoBaHUE y TICUX0JIora pebeHKa C rajlakTo-
3eMuelt B Bo3pacte ogHoro rona. [lcuxosor, paboratotiuii
B TECHOM KOHTaKTe C JIOTOTIEJIOM W JIeYallliM BpavyoM,
JOJDKEH MMETh TIIaH JICYSHUS C YUYEeTOM TICUXOJIOTHYe-
CKMX OcoOeHHocTeil Kaxmoro pebeHka. CocraBieHue
WHAWBUAYAJIBHOTO Y4eOHOTO TulaHa W/MIW OKa3aHWe
MpodeccuoHaTbHOM TTOMOIIN IICUX0JIOTa U Tiearora He-
00XOIUMBI JUTSI (POPMUPOBAHUS YIeOHBIX HABBIKOB.

JleyeHWe MpeXAeBPEMEHHOW HEIOCTATOYHOCTU S~
HUKOB. JIeBYIIKN-TIOAPOCTKN JOJDKHBI OBITh HaIpas-
JIEHbl Ha KOHCYJIBTAlUI0O K IETCKOMY 3HIOKPUHOJIOTY
1 TUHEKOJIOTY, KOTOPBIN CIIeIMaTu3UpyeTcss Ha OKa3aHUU
oMoy npu 6ecrutonuu. MeroTcst naHHbIe, CBUACTEb-
CTBYIOIIIME O TOM, YTO YMEHBIIIEHWE KOJMYECTBA WIIN Ha-
pylieHue co3peBaHMs (DOJUTMKYJIOB SIMUHUKA TP KJ1ac-
CHYECKOW TaJlaKTO3eMHU MOXET OBITh TMOTEHIIMAIBHO
M3JIEYNMO C TTOMOIIBIO SK30TeHHOM (hapMaKOJIOTUIEeCKOM
CTUMYJISILIAA TOHAAOTPOITHBIX TOpMOHOB [37].

Tabauya 2. Cpoku BBeieHHS MPUKOPMA I€TSM NEPBOTO roJia XKU3HHU € TAJaKTo3eMHueil

TTpoaykTel u G012

Bospacrt, mec

CoK (DpyKTOBBII
dpykToBOE MIOpE
OBo1IHOE ITIope
Karim MmonoyHbie
Karm 6e3monouHbie

Tsopor
Sito (KeJnTok)

MsicHoe mope

Pri6a

Kedup u apyrue KMcioMona04Hble TPOLYKThI

Cyxapu, neyeHbe (0ObIYHbBIE)

Cyxapu, neyeHbe (He copepKaliue KOMIOHEHTOB MOJIOKA)
PactutenbHoe macio

C1MBOYHOE Macjio

4
4,5
5
5-5,5

[Tocne 12 mec xu3Hu
(He yamie 2—3 pa3 B HeJIeJI0)

6
8
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MpodunakTnka HayanbHbIX NPOSBIEHUN
Knaccuyeckoi ¢popmbl U KIIMHUYECKOro BapuaHTa
ranakrosemMmuu

Juetorepanusa. Bcem nersiM, y KOTOpPBIX aKTHUB-
HocTh (pepmeHTa TAJIT a3puTpolIMTOB MeHee WM paBHA
10% OT KOHTPOJBHBIX TMOKa3aTeJleil W KOHIIEHTPALUS
rajakro3o-1-¢ocpara spurpountoB Oosee 10 mr/mi,
Ha3zHavaeTcsl 0e3/lakTo3Hasi aueTa. DTO CBSI3aHO C TeM,
YTO Y HOBOPOXKIEHHBIX, HAXOSIIIMXCS Ha €CTECTBEHHOM
BckapMmamBaHuu, B 90% ciydaeB MCTOUHUKOM YTJIEBOIOB
SIBJISIETCS JIaKTO3a. MI3BeCTHO, YTO B MATEPUHCKOM MOJIO-
Ke TIPUCYTCTBYeT 6—8% 1aKTO3bl, B KOpOBbeM — 3—4%,
B OOJIBIIIMHCTBE TETCKUX cMeceit — 7%.

JleyeOGHBIMU TPOAYKTAMU TI€PBOOYEPETHOTO BBIOO-
pa 11 OOJBHBIX TIEPBOTO ToJia KU3HM SIBJISIIOTCSI CMECHU
Ha OCHOBE M30JIsITa COeBOro Oeika (Hampumep, Isomil®
unu Prosobee®), B KOTOPBIX MOJHOCTBIO OTCYTCTBYIOT
pacTuTebHbIe TajdakTo3uabl. HeoOXomumo TOMHUTS,
YTO MPU HA3HAYEHUN CMeCceil BO3MOXKHO TIOSIBJIEHUE al-
JIEPTUYECKUX PeaKIMil Ha COeBbIM OeJIoK U (BPyHKIIMO-
HaJIbHBIX 3aTT0POB. B Takux ciayyasix 1ie1ecoo0pa3Ho Mpu-
MEHSITh CMECH Ha OCHOBE TMAPOJi3aTa Ka3enHa, KOTOpbIe
colepXar HeOOJIbIIIOEe KOJMYECTBO TaJlaKTO3bl, TaKue
kak Alimentum®, Nutramigen®, u Pregestimil®. B 3aBu-
CUMOCTH OT COCTOSIHUSI peOeHKa UCTIOIb3YIOT COueTaHne
COEBOI CMECU M CMECH Ha OCHOBE TUIIpOJIM3aTa Ka3zenHa
B cooTtHomieHun 1:1. Bo3amoxxHO TipumeHeHUe (opmy-
6l Heokeit®, KoTOpast He COIEPXUT HU CBOOOIHYIO,
HU CBsI3aHHYIO TajakTo3y [47]. Takke peKOMEHIyIOT-
csl Ka3eMHIPEJIOMUHAHTHBIE 0€371aKTO3HbIE MOJIOYHbIC
cmecu, Hanipumep DHbamun 0 — Jlakt (Mun J>KOHCOH,
CHIA). Cmecu ¢ ipeobiagaHueM ChIBOPOTOYHBIX OEJTKOB
He CJIeyeT UCIIOb30BaTh B IUETOTEPAIIUM Y IeTei TPy/I-
HOTO BO3pacTa, TaKk KaK OHM MOTYT COJIepXKaThb CJIeIOBbIC
KonmyecTBa TajgakTo3bl. CrienraJn3upoBaHHbBIE CMECHU
BBOJISIT B pallMOH OOJLHOTO MOCTEINEHHO, B TeueHue 5S—7
IHel, HavyaTbHbIE I03bI COCTABNAT '/,—'/, 9acThb OT He-
00XOIMMOTO CYTOYHOTO KOJIMYECTBa, OJHOBPEMEHHO
YMEHBIIAIOT JOJII0 XEHCKOTO0 MOJIOKA WJIM JETCKON MO-
JIOYHOM CMECH JI0 TIOJTHOTO MX UCKJTIOUEHUSI.

Jnss MoHuTopuHra 3(GEKTUBHOCTU AUETOTepariuu
WCTIOB3YIOT OLIEHKY KOHIIEHTpalluM TajakTo30-1-doc-
¢ara sputporuToB. Ero ypoBeHb y JIUII C KiIaCCUYECKOM
rajlakTo3eMueil OCTaeTcsl TMOBBIIIEHHBIM 10 1—5 mr/mi
MPY HOPMaJIbHBIX TTOKa3aTensix MeHee 1 mr/mi [43].

OucnaHcepHoe HabnoaeHne

Hab6monenue nuIl ¢ TagakTo3eMHeit JOKHO OCyIIe-
CTBJISITHCS PETYJNSIpHO. Y MallMeHTOB C KJIACCUYEeCKOM
dopMoii U KIMHUYECKUM BapUAHTOM TaJIaKTO3EMUU Clle-
JIyeT KOHTPOJIUPOBATD:

* KOHILIEHTPALIMIO TaJIaKT030- 1 -pocdaTa 3pUTPOLIUTOB.
CrnemyeT TOMHUTD, YTO TOT METAOOJUT SIBIISIETCS MapKe-
POM OLICHKM OOOCTPEHUST Tporiecca TPy TIpreMe TalaKTo-
3bl. [1pM yBeTMYEHUM €TO YPOBHSI ClIeAYeT UCKATh MPUINHY
M30BITOYHOTO MOCTYIIJIEHHS TATaKTO3bI C TTUIIIEI;

* omnpeleieHre TajakThTosa (MPOAyKTa ajbTepHa-
TUBHOTO TTyTU MeTaboJIM3Ma TajJlakTo3bl) B Moue (3Haye-
HUS BbIIe 78 MMOJIb Ha 1 MOJIb KpeaTUHUHA CYMTAIOT-
csl TIOBBIIEHHBIMK). OIHAKO €r0 YpOBeHb HE 3aBUCUT
OT yNnoTpeOeHUs raTaKTO3bI.

B TedeHume mepBOro Toma XXW3HU pebeHKa ¢ rajiak-
TO3eMHMeNl TeCTUpPOBAaHKME MPOBOIMUTCS OAWH pa3 B 3 Mec
WA TI0 Mepe HeOOXOAMMOCTH B 3aBUCUMOCTH OT XapaK-
Tepa MOTEHIMAIBHBIX OCTPHIX OCIOXHEHUH, B TeYeHHE
BTOPOTO Tojia XXKM3HU — Kaxable 6 Mec, y IeTeil crapiie 2
JIET — OOWH pa3 B rofl. Y OOJIbHBIX C OMOXUMUYECKUM Ba-
PMaHTOM TajJaKTO3eMHH, TAKUM Kak BapuaHT [lyapte D,
¢ reHoTturioM ¢. [940A> G;. C.-16_119delGTCA] pexo-
MEHIIyeTCS KOHTPOJIMPOBATh COCTOSTHUE 3M0POBbS OIWH
pa3 B TOM, JaXe eCJM OHM He TOIydaloT 0e3IaKTO3HYIO
JIMETOTEPaITHIo.

KOHCyﬂbTaLWI'iI cneuynanucToB

Koncynbramust neaguaTpa OCyIIeCTBISIETCSI ¢ OLICH-
KO (hU3NYEeCKOro, HEPBHO-TICUXUYECKOTO W TTOJOBO-
ro pa3sutus. KoHCynbTauusi TMETOJIOTa TPOBOIUTCS
o nmokaszaHusM. KoHcynbranuys odraibpmoiora — B 3a-
BUCHUMOCTH OT HAJTMUUS UJIU OTCYTCTBUS Y HOBOPOIKIECH-
HBIX KaTapakThl. ECT OHa OTCYTCTBYET, TO HaOTIOAeHIE
OCYIIECTBJISIETCSI B TOIOBAJOM BO3pacTe, B BO3pacTte
5 JleT U B MOAPOCTKOBOM Bo3pacte. Jljisi malmeHTOB
¢ KJlaccuuecKoi (popMoii rajlakTo3eMUM He XapaKTEPHO
pa3BUTHE KaTapaKThl y JAETel MOCJe TPEXJIeTHErO BO3pa-
cra [48]. KoHcynbraius jororeaa mokadaHa BCEM IETSIM
B Bo3pacte 18 mec. KoHcynbrauust ncuxosora Heo0Xo-
IUMa JeTIM B BO3pacTe OIHOTO Toja, 3aTeM KaXIble
1—3 Toaa B 3aBUCUMOCTH OT CTEIeHU 33 PKKH HEPBHO-
TIICUXUYECKOTo pa3BuTus [27].

KoHcynbralmm sHIOKPUHOIIOTa M TMHEKOJIOTa pe-
KOMEHAYIOTCST JUISI OLIEHKW TIPeXIeBPEMEHHOM HeIo-
CTATOYHOCTU SAMYHMKOB. [TokazaHO M3MepeHMe YPOBHS
acTpanauona, (hOIUKYIOCTUMYJIUPYIOIETO U JIIOTEUHU-
3UPYIOIIETO TOPMOHOB B TIIa3Me KPOBU Y JIUII JKEHCKOTO
roJia B BO3pacTe OJHOTO, ABYX JIET U B MEPUO MTOJOBOTO
co3peBaHus. JlanbHelilee TeCTUpOBAHUE 3aBUCHT OT TTO-
JIOBOTO CTaTyca W HaJIWYMUS WU OTCYTCTBUSI TIepBHY-
HOWM WM BTOPUYHOW ameHopeu u ee jieyeHus. OrieHKa
YpOBHS Kabliusl, docdopa, 25-ruapokcuButamuHa D
B TUTa3Me KPOBU TTPOBOIUTCST €3KETOIHO U TT0 TTOKa3aHUSIM
JUIsl ompeseeHust octeoneHuU. [ToCKoMbKyY y G0IbHbIX
¢ KJIaCCUYECKOM TallaKTO3eMHel CHIKeHa MUHepaIbHast
TUTOTHOCTh KOCTHOM TKaHU, peKOMEHI0OBAHO TTPOBEICHNE
JIByX2HEPTeTUYECKOM pEHTTeHOBCKOM abCOpOIIMOMETpUI
JUTSL TeTel B 6 JIET U B TIepUOJ, TIOJIOBOTO CO3pEeBaHUSI.
Jnst ynydiieHuss MUHEpad3aluu KOCTHOM TKaHU Ha-
3HayatoT ButamuH D (6onee 1000 ME/cyt), Butamun K
U npenapaThl Kajablus [49].

Menuko-reHeTHUeCcKoe KOHCYJIBTUPOBaHUE TPOBO-
JIIUTCS B CEMbSIX TPOOAHIOB IJIST TIPEIOCTABICHUST WH-
dopmary o XxapakTepe HacJaeIOBaHUS U TTOCIEACTBUSIX
TeHEeTUYECKUX HApYIIeHWI, a TAKXKe JUTS IPUHSTHS 000C-
HOBaHHBIX MEAULIMHCKUX pelleHuit [22].
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Mporxos [50-52]

an/[ OTCYTCTBUM JICYHCHUA TAXKEIad KJIaCCUYCCKasd ra-

JTAKTO3eMUSI SIBJISIETCST OTTACHBIM JIJIST XKM3HU 3a00J1eBaHN~
€M M MOXET TIPUBECTH K JIETAJTbHOMY UCXOIY B IEepUOJIe
HoBopoxaeHHOCTU. [lanmeHTsl, He cobonamIme 6e3-
JIAKTO3HYIO THUETY, OOBIYHO MMEIOT MOopaXkeHue MeYeHH,
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Current guidelines for management of children with functional constipation

V.P. Bulatov, A.A. Kamalova, A.R. Shakirova, A.A. Sozinova

Kazan State Medical University, Ministry of Health of Russia

HecmoTps Ha To 4TO (DYHKIMOHAJIbHBIE 3aNOPbI SBJISIOTCS PACHPOCTPAHEHHOI ¥ MO3TOMY AKTYAJILHON NMPOOJIEMOii eAnaTpum, Cy-
HIECTBYIOT TPYAHOCTH BeJeHHs TAHHO KATErOpuM ManueHToB. B ctaTbe npuBOAATCS COBPeMEHHbIE PEKOMEHIANNH, KACAIOUINECS
JIMATHOCTHKH M Tepanii (hyHKIMOHATHHBIX 3aI0POB Y JeTeil, OCHOBAHHbIE HA MPUHIMNAX JOKA3aTe/IbHOI MeuuuHbl. Oco00e BHU-
MaHue yjeJeHO BO3PACTHBIM ACIEeKTaM NMPo0JieMbl 3a10pa B AETCKOM BO3pacTe.

Karoueevte caosa: demu, yHKYUOHANbHYLIL 3aN0DP, CAAOUMENbHbLe.

Despite the fact that functional constipations are a common and hence relevant problem of pediatrics, there are difficulties in manag-
ing this category of patients. The paper presents the current guidelines for the diagnosis and treatment of functional constipation in
children, which rely on the principles of evidence-based medicine. Particular attention is given to the age-related aspects of constipa-

tion in childhood.

Key words: children, functional constipation, laxatives.

3a1‘[0pbl SIBJISTIOTCSI 4acTOM XaJlo0oi Ha Tpueme Tie-
nuraTtpa, OoCOOEHHO Y pOIWTENeil aeTell TepBoro rojaa
ku3HU. JleGloTpysT B paHHeM Bo3pacTe (IT0 JaHHBIM He-
KOTOPBIX aBTOPOB, y 17—40% neteit 3amiopbl MOSIBIISTIOTCST
Ha IMepBOM TOY KM3HH ), OHU TTPUOOPETAIOT XPOHUIECKOE,
pedpakTepHOE K TPAAUIIMOHHON Tepary Te4eHe, Hepe-
KO OCJIOXKHEHHOE 9HKoIpe3oM [1]. Bee BeimenepeunciieH-
HOe Hen30eXKHO OTpaXkaeTcsl He TOJIbKO Ha CaMOUyBCTBUU
pebeHKa, HO 1 Ha KaueCTBe XKU3HU ceMbH [2]. Y OobIINH-
CTBa JIETei 3arophl MO CBOEH TIpUpojIe SBISIIOTCS (yHK-
LIMOHATTbHBIMU U He TPeOYIOT ISl TOCTAHOBKU TUArHo3a
MIPUMEHEHNS] THBA3UBHBIX MJIU JOPOTOCTOSIIIIMX METOIOB
MCCIIeIOBaHUSI, a OCHOBBIBAIOTCS Ha JAHHBIX TIIATEIBHO
coOpaHHOTO aHaMHe3a 1 ocMoTpa. HecMoTpst Ha BbICOKYIO
pacrpocTpaHeHHOCTh JaHHOM MPOOJIeMbl Y IeTeil, 10 Ha-
CTOSIILIETO BPEMEHU, K COXAJIEHUIO, CYIIECTBYIOT TPYIHO-
CTH B BeJICHUU 3TOM TPYIIITHI TAallMeHTOB [3].

Jns nuarHoCTMKY (DyHKIIMOHAJIBHOTO 3aropa uc-
nob3yiotess Pumckue kputepun I11 mepecmotpa (2006),
KOTOpBbIE BKJIIOYAIOT CJIEAYIOIIME TTO3ULINU HE3aBUCUMO
OT Bo3pacTa pebeHka [4]:

* JIBe WM MeHee aedeKaliu B Hele1o;
*  OIMH Wau 6oJiee IU30/I0B HeJepXKaHUS B HECIIO;
* ype3MepHas 3a/iepKKa CTyJia B aHaMHe3e;
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*  nedeKalmu, COMPOBOXKIAOIINECS OOTBbI0 U HATYKH-

BaHMEM B aHAMHE3¢;

* HaJuIre OOJBIIOTO KOJTMYECTBA KaJTOBBIX MaccC B TIPsI-

MOW KUIIIKE;

*  OOJIBIIION TUAMETP KAJIOBBIX Macc B aHAMHe3e.

V nereit no 4 neT 111 MOCTAHOBKY AMAarHo3a MyHKIINO-
HaJIbHOTO 3aropa HeoOXONMMO HaIM4yue ABYX Wiu Oosee
TIepeYnCIICHHBIX KPUTEPHEB B TeueHWe He MeHee | mec.
CorylacHO TIOCJIEIHUM TTyOJIMKALMsSIM Y JIeTeil TIepBOTO
rofa XU3HU PEKOMEHIYeTCSI TOBOPUTH O 3aTlope B CITyJasix
3aTpyaHeHus1 aedekaluuyd Wik peakux aedexkanuii mpo-
JTOJIKUTEIbHOCTBIO Oojiee 2 Hen [5]. B To ke Bpemst y aereit
cTapiie 4 JIeT TSl yCTAaHOBJICHVSI TMarHO3a 3a1topa ero CUM-
TITOMBI JIOJDKHBI OECITOKOUTh Ha TIPOTSSKEHUW He MeHee 2
Mec. Kpome 3T0TO, B TaHHOI BO3PACTHOIA TPYIIITEe HEOOXO-
MO VICKITIOYUTH CUHAPOM Pa3ApakeHHOTO KHIIEYHMKA,
OIVH M3 BApUAHTOB KOTOPOTO MOKET IIPOTEKATh C 3aITOPOM.

CremyeT MOMHUTD, YTO KapAWHAIBHBIM CUMITTOMOM
CHHIIpOMa Pa3IpakeHHOTO KUIIIEYHUKA SIBJISIETCS abmo-
MWHaJIbHAs 00Jb, CBI3aHHAS C aKTOM edeKaruu, a Ipu
(YHKIIMOHATEHOM 3arope AMarHOCTUYeCKOoe 3HAYeHUE
UMeeT MMEHHO ypekeHNe aKTOB nedeKallny U YIIOTHe-
HUe cTyna. XOTA y neTeil mpu GYHKIIMOHAIEHOM 3a1mope
TakxXe BCTpeuaeTcsi 00JIeBOi CUHAPOM, 00Jb B XXUBOTE
He SBJISIeTCS MarHOCTUYeCKUM KputepueM. Huke nmpu-
BOJATCS PMMCKUe KpUTEpUY CUHAPOMA pa3apakeHHOTO
kuireynuka (2006) [4]; peunauBUpyomias 60Jb B XU-
BOTE WU MTUCKOMMOPT, CBSI3aHHBIE C NBYMS WIHN Oojiee
W3 HIDKECTENYIONIUX TPU3HAKOB — YIIYYIIEHHWE TI0CTIe
nmedexau; MPUCTYIT CBSI3aH C M3MEHEHWEM YacTOTHI
CTyJIa; TIPUCTYTI CBSI3aH C U3MEHeHUEeM (POPMEI CTyIa.

Hannuue maHHBIX CUMITOMOB C YacTOTOW He pexe
1 pasa B Hezle IO Ha MTPOTSKEHUY He MeHee 2 Mec TP HC-
KJTIOYeHUW IPYTMX MPUYUH (OpTaHUYECKUX, METaboIm-
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byaamos B.1I1. u coaem. CoBpeMeHHbIE PEKOMEHIAIMY 110 BENEHUIO IeTel ¢ QYHKIIMOHATLHBIM 3aI0pOM

YeCKUX, HEOTTACTUIECKMX) YKa3bIBAeT Ha CHHIPOM pa3-
JpaXkeHHOTO KUIIIEYHNKA. YCTaHOBJICHWE 3TOTO IUarHo3a
MPaBOMOYHO y JIeTeli C 4 JIeT.

Kpome OCHOBHBIX, TOTTOJHUTEIBHBIMU KPUTEPUSIMU
(PYHKIIMOHAJIBHOTO 3aropa SIBJISIOTCS  pa3apakUTeTb-
HOCTb, CHWXKEHUE aIlMeTUTa U/ CUMIITOMBI PaHHEro
HACBIIIEHNWS. XapaKTepHO KyMUpPOBaHWE CHUMIITOMOB
nociyie aedexauuu. B cBsi3u ¢ MocieTHUM yTBEPKICHM-
€M y JIeTell TIepBOTO roja XXU3HM CJIeNAyeT MTOMHUTD ellle
00 0THOM (DYHKIIMOHAJIBHOM PacCTPONCTBE — AUCXE3UH,
KOTOpast BOSHUKAET OOBIYHO B MepBbIe 2—3 MeC KU3HU,
MPOXOIUT K 6 Mec. st mrUcXe3un XapaKTepHBI CIIeAyIo-
1ye MpU3HaKu:

*  TUIa4 HECKOJTbKO pa3 B JIeHb, HarpsbkeHue 1o 10—20 MuH;
*  «CHHAPOM MypIypHOTO pebeHKa»;
*  pebeHOK OOBIYHO yCIoKauBaeTcs mocie aedeKaluu;
*  CTyJ MATKMI 6e3 TpUMecH KPOBH.

JIIsT MCKITIOUEHMST OPTaHUYECKON MPUPOIBI 3arOpoOB
HEeOOXOIMMO OTIPEACTUTD Y pebeHKa HATMUKE CIIeTYIONINX
CHMIITOMOB TPeBOTH [6]: me6IOT B Bo3pacTte a0 |1 Mec; OT-
XOXJIeHUE MEKOHUs 0oJiee yeM uepes 48 U; OTSITOIIeHHbI
HacJIeICTBEHHbII aHamMHe3 Mo Ooje3Hu [upimnpyHra;
JICHTOBUIHBIN CTYJT; KPOBB B CTyJIe; OTCTaBaHWe (pU3NIe-
CKOTO Pa3BUTHS; IMXOPAIKA; PBOTA C XeTUbl0; aHOMAaJTUU
IMATOBUIHON >KeJe3bl; B3AyTUE >KWBOTA; TepraHab-
HBII CBUII; aHOMaJIbHOE TTOJIOKEHWE aHyca; OTCYTCTBHE
aHAJIBHOTO M KPeMacTepHOTo pediiekca; yMeHbIIeHNe
CHJTBI/TOHYCa/pedIIEeKCOB ¢ HUKHUX KOHEUHOCTEN; TTyd-
KU BOJIOC B 00OJIaCTH TTO3BOHOYHMKA; SIMKa Ha KpPECTIIE;
CHJIBHBIN CTpax BO BpeMsl OCMOTpA; aHaJbHbIE PYOIIbI.

JunddepeHunanbHbIN AMarHo3 QYHKIIMOHAJIBHBIX 3a-
MOPOB y JIeTell paHHEro BO3pacTa MPOBOAIT CO CIIEAYIO-
LIXMU 3a00J1eBaHUSIMH [6]:

*  IIeTWaKus;

*  TUTIOTUPEOUIN3M, TUTIEPKATbIIUEMHUSI, TUTTOKATMEMUST,

* ajuleprus K 0ejikaM M1,

* TIpUEeM aHTHIETIPECCAHTOB;

*  MHTOKCHMKAIIUS BUTAMUHOM D);

*  MYKOBUCIHIO3;

* OonesHb [upmirnpyHra;

*  axayjia3us aHyca;

* aTpe3us aHyca;

* CTCHO3 aHyca;

*  aHOMAaJINU CITMHHOTO MO3Ta, TPAaBMBI;

*  aHOMAaJIMW MBI OPIONTHON CTEHKU (TracTPOIIU3HNC,
cuHapoMm JlayHa, CHHIPOM CIMBOOOPA3HOTO XMUBOTA).

V neteit crapiiero Bo3pacta M MOAPOCTKOB MPUYM-
HaM¥ BTOPUYHBIX 3allOPOB MOTYT OBIThH ciieaytonue [6]:
caxapHbIil arabeT; WHepTHasl TOJCTash KUIIKa; MHOXKe-
CTBeHHasT SHIOKpUHHAsI Heoruta3us 2B Tuma; nekapcTsa,
TOKCUHBI (ONMMAThl, AHTUXOJMHEPTUYECKUE Mpernapa-
TBI, XUMUOIIpEeNapaThl, TsKeJIble METAJUThl); OOTYIHM3M;
KpecTIIOBasl TepaToMa; TICeBI00OCTPYKIUS (BUCIEpaTh-
Hble HEWPOTIATUU, MUOTIATUH, ME3EHXMMOTIATUN ).

IMTpy HaMMYUU CUMIITOMOB TPEBOTM peOEHOK TO0JI-
J)KeH OBITh HallpaBJieH K CIeLMaIucTaM: racTpOdHTE-
POJIOTY, XUPYPTY, d9HIOKPUHOJIOTY, HEBPOJIOTY JUIST pe-

IIeHUs BOMpoca O JalbHeilneM 00cCIeToBaHUN.
ITpu OTCYyTCTBUU CUMIITOMOB TPEBOTH M MCKIIOYEHUN
OpraHuYeCcKOoi TPUPOIBI 3aTIopa y JeTeil epBoro roaa
JKM3HU, OCOOEHHO TIepBbIX 4 MecC, IMepBOCTENEHHOE
3HaYeHUE CPEeAU DTUOJOTNUECKUX (PaKTOPOB IMpuodpe-
TaeT alIMMeHTapHbIi. HeoOXomuMo 3HaTh, 4TO y AeTeH,
HaXOASIIMXCS UCKITIOUNTETLHO Ha TPYIHOM BCKapMJTH -
BaHWUM, 9aCTOTa CTyJia BapbUpPYeT OT 7 pa3 B CYTKH 110 |
pa3a B Henemo [6, 7]. B aToii Bo3pacTHOI IpyIine TBEp-
IBIN CTYJT BCTpedaeTcs ToJabko y 1,1% nereit, Haxonmsi-
IIKUXCS UCKITIOUUTETLHO Ha TPYAHOM BCKapMJIMBAHUM,
ny 9,2% nereii Ha MCKYCCTBEHHOM BCKapMJIWBaHWU
(Tmostyvaroniux oObIYHbIE CTaHIAPTHBIE cMecH 0e3 Mpo-
" TIpeOnoTuKOB) [8].

HaunHaTb ledeHre GyHKIIMOHAIBHBIX 3aITOPOB Y e~
Tel HEOOXOAMMO C KOHCYJBTAllMM POJUTENIE OTHOCH-
TeJBbHO YacTOTHI CTyJa, APYTrUX TPOSIBJICHWIA 3aropa,
CUMIITOMOB TPEBOTH, IMOCKOJBKY B HEKOTOPBIX CIIydasx
POIUTENIN HEMPABWIHLHO MHTEPIIPETUPYIOT CTYJ pebeHKa.
BaxxHO 00BSICHUTH HEOOXOAMMOCTh JUTUTEILHOTO Jieue-
HUS ¥ 3aKperJICHUST ONpeaeIeHHOTO BpeMeHU JUIsl Je-
dexauny pedeHKa, CO3AaHMS IJIST 9TOTO OJIarOIPUSITHBIX
ycaoBuii. C mosyTopa JeT PeKOMEHIYIOT BBICAXKUBATh
JIeTeit Ha TOpIIoK 2—3 pa3a B IIeHb ITocJIe eabl Ha 5 MUH
(TyaneTHbIA TPEHUHT).

Boabioe 3HaueHWe UMEIOT IMETUYECKIE PEKOMEH -
JAIUK, Kacaloliuecs TPUTrOTOBJICHUS CMECH, BBEIEHUS
MPUKOPMOB, 00beMa BBOAUMOM KUIKOCTH W TTUIIEBBIX
BOJIOKOH. [TokazaHo, UTO y JeTeil Ha MCKYCCTBEHHOM
BCKapMJIMBAHUM TSI OOJIETYEHUS] CUMITOMOB 3aro-
pa MOXHO MCITOJIb30BaTh CMECH Ha OCHOBE YaCTUYHO
TUAPOJM30BAHHOTO OelKa, CMecu ¢ TIpe- WU TIpo-
OMOTUKAMHU, C BBICOKAM COIEpKaHWEeM [B-TTaJbMHUTaTa
nu 6e3 TaJlbMOBOT'0 MacJja Kak OCHOBHOTO UCTOUHUKA
xupa [9—11]. MHeHus ucciegoBaTeseil, U3y4aBIInX
3(hHEKTUBHOCTh TTPUMEHEHUsI TPOOMOTHUKOB B Jieue-
HUM 3amopa y AeTell, pa3aeuinch. Tem He MeHee B He-
JNaBHO TIPOBEIEHHOM WCCJIeIOBAaHUU Oblla JOKa3aHa
3(hdEeKTUBHOCTDL NTpUMeHeHUs L. reuteri B ipoduiak-
THKe 3armopoB [12]. Jlo3a NMuImeBLIX BOJOKOH pacCyM-
TBIBAaETCS MO CHeAylolleil dopmyse: no3a MUILEBHIX
BOJIOKOH T/cyT = 5 + Bo3pact pebeHka. [lIupoko uc-
MOJIB3YIOTCS TIpeTapathl, ComepXKallue MUIIeBble BO-
JIOKHa, HampuMmep, ncuaiuyM (Mykodanbk ¢ 12 jer,
dutomyuun ¢ 3 ner). B ciayyae He1oCcTaTOUHOTO OTBE-
Ta Ha TUETOJIOTUYECKYIO KOPPEKLUI0 PEeKOMEHIYETCS
MeIVNKAMEeHTO3HOe JIeueHre CIabuTeIbHBIMU. [PyImbl
CJIaOUTEILHBIX TIperapaToB IIpeACcTaBIeHEI B TaOJIUIIE.

OCHOBHBIM TIPEUMYIIIECTBOM pa3Apakaromimx (CTU-
MYJIMPYIOIINX) CIAOUTETbHBIX SIBJIIETCS HOPMAaJTU3aLIHsT
CTyJia 32 MUHUMAaJIbHOE BpeMsI. YpOBEeHb peKOMeHIaInii
ciabuTeabHbIX 3TOi rpynnbl B. Ho y 6oabiinHceTBa npe-
MmapaToB UMEIOTCST BO3PACTHBIE OTPAHUYEHUS U Cepbe3-
HbIe TTOO0YHBIE 3G MEKThI, B YACTHOCTH, PACTUTEJbHBIE
AHTPAXWHOHBI, CHHTETUYECKUE CJIaOUTebHbIE, CO-
Jepxaiie TrUdeHOIbI, KACTOPOBOE MAcjo, BHI3BIBAIOT
MpuUBBIKAHWE, WHOTIA auapero. PactutenbHbie ciabu-
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Tab6auya. CnaburelbHbIe, pa3pelieHHbIe K IPHMEHEHHIO B IETCKOM BO3pacTe

CnabutenbHOe

Pexxum JO3UPOBAHUSA

ITpumeuanue

OcMOTHYECKHE CPEICTBA: JIaKTYy103a
(Hdrodanak, Hopmase)

TMomatnnennmkoss 4000 (Popiakc)

JlakTuTon (Bkcropran)

CMa3bIBAIOIINE CPEICTBA: MUHEPATTb-
HOe MacJio (Ba3eJIMHOBOE Macjo U JIp.)

CTUMyJIUPYIOIIKE CPEACTBA:
CeHHa

bucakomun ([lyabkonakc)

Harpus nukocynbdat (IyrTanakc)

Cynmno3uTopuu peKTaabHbIE C T~
LIEpOJIOM

MUKPOKIIN3MBI, COAEPKAIINE HATPHSI
naypuicyibdoarnerat (Mukpoaakc)

Jletu no 1 rona: HavyabHas U TTOAAEPXKU-
BaroIllasi CyTOYHasl 103a 10 5 MJI

Hetu 1—6 net: HavyaIbHAs W OIS PXKM-
Barolast CyrouHas 1o3a 5—10 mr

Jetn 7—14 net: HavyaJIbHAsl CyTOYHAsI 103a
15 ma, mopaepxuBatomas — 10—15 mu
[MoxpocTku: HavaTbHAsI CYyTOYHAST 1032
15—45 ma, nopnepxuBatoiiast — 15—30 M

Hertu ot 6 Mec 10 1 roma:
4000 mr/cyT

Hetn 1—4 ner:
4000-8000 mr/cyT

Jletn 4—8 nert:

8000 — 16 000 mr/cyT
Jletu crapiiie 8 JeT:

10 000 — 20 000 Mr/cyT

Hetu 1—6 net: 2,5—5 r/cyr
Hetu 6—12 net: 5—10 r/cyT
Hetu 12—16 net: 10—20 r/cyT
Crapre 16 et: 20 t/cyT

et ot 1 roma u crapiie: 1—3 MJI/KT B
CYTKHU

Heta 2—6 net: 4—7,5 mMr/cyT
Hetu 6—12 net: 6,5—13,5 mr/cyr
Jletun 12 net u crapuie:

13,5—27 mr/cyT

Hetn 4—10 net: 5 mr/cyT
Jetu ot 10 et u crapiiie:
5—10 mr/cyT

et o 4 net: mo 250 MKT/KT Macchl Tejia
(rmo 1 karmjie Ha 2 KT Macchl Tejia)
Hetn 4—10 net: 2,5—5 mr (5—10 karmenb)

Hetu 1o 3 net: mo Yr cynmosutopus (1/2 ©
ot 1,24 1)

JHern 3—7 net: mo 1 cynmnoszutopuio (1,24 r)
ety ctapiie 7 aeT: nmo 1 cynmno3uTopuio
2,11 1)

OIHOKPATHO JETSIM 10 3 JIET B UHAUBUILYaATb-
Hoit no3e (1—4 M), crapiie 3 JeT mo 5 M

PaspelieH K IpUMEHEHUIO Y IETEN C
POKIECHMSI.

CyTOYHYIO 103y MOXHO MTPUHUMATh
OIHOKPATHO, JTU0O pa3aeinB ee Ha
JIBa MpHeMa.

Jlo3a mopOupaeTcst UHAMBUIYaTbHO.
IIpomo/BKUTEILHOCTD Kypca JIEYeHUST
He OrpaHMYeHa

PaspelieH K IpMMEHEHUIO Y IETEM C
6-MeCSYHOTro BO3pacTa.
TTpomo/EKUTEILHOCTD Kypca JIEYEHUST
He 0osee 3 mec

Her 1aHHBIX 0 BOBMOXHOCTSIX
MIPYMEHEHMS ¥ I03aX IIperapara st
nereii 1o 1 rona.

CyTo4HYyI0 103y CJlieayeT IPUHUMATh
OIHOKPATHO

He pexomeHmyeTcst K IpUMEHEHUIO
netsm 1o 1 roga

He pexomeHmyeTcst K IpUMEHEHUIO
JIETSIM J10 2 JIeT.

Hetr ot 2 10 6 JIET — C OCTOPOKHO-
CTBIO

JImATebHOCTD JIeueHusl He OoJiee 2
HeL

He pexomeHmyeTcst K IpUMEHEHUIO
JIETSIM 110 4 JIeT.

JIIMTeIbHOCTh IPUMEHEHUS He
oonee 10 nHei

IMpoTuBoOMOKa3aH TP HETIEPEHO-
CHMOCTH TSDKEJOi Aeruaparalui,
(GPYKTO3bI M TPU UHAUMBULYATBHOMN
HETIepHOCUMOCTH TIperapaTa.

He pexomennyercst AIUTETbHBII
exXenHeBHbI rpueM (6osee 10 qHeit)

Cynmosutopu# 1,24 r pa3pelieHbl K
TPUMEHEHMUIO C POXKICHUSI

PacTBOp 17151 peKTabHOTO BBEICHUSI.
PasperiieH K mprMeHEeHMIO ¢ POXKIEHUS

TeJIbHbIe (CEHHa, XOCTep, KPYyIIMHA) MOTYT MPUBECTU
K pa3BUTUIO MeJlaHO3a TOJCTOW KUIIKK. OCHOBHBIM
MoKa3aHWeM ISl pa3apaxaroliux CIaOUTEbHBIX SIB-
JISIIOTCSI TUTIOMOTOPHBIE 3amophl, TpeaorepalnrnoHHast
MOArOTOBKA, TMOCJEONepallMOHHbIA TEPUOMA, TMOAro-
TOBKa K ucciaenoBaHusiM. OHU He TOAXOIAT ISl JIJIU-
TEJIbHOTO KYpPCOBOTO JieyeHUs. [IpuMeHeHHue coJeBbIX
c/1abuTeIbHBIX (MUHEPaAJIbHBIE BOJbI BBICOKOW MUHEpa-
muzauun — Eccentyku Nel7, Jlonat Marnuii, cynbdat
MarHusl, cyjibdaT HaTpusi, OKUCh MarHusi) B reauaTpuun

OrpaHWYEHO, TaK KaK OHU MOTYT BbI3BIBATh 3JIEKTPOTUT-
Hble HapyleHus. MacJisiHble CJTaOUTETbHBIE CITIOCOOHBI
HapylIaTh YCBOGHUE U BCAChIBAHME HEKOTOPBIX HYTPU-
€HTOB U KUPOPACTBOPUMBIX BUTAMUHOB.

B metckom Bo3pacTe cpeny clraOUTENbHBIX TPEIIo-
YTeHUE OTAAETC ITpernapaTaM OCMOTUYECKOTO JECTBUSI.
Jlo 6-MecsTYHOTO BO3pacTa BO3MOXHO TIPUMEHEHME
MpernaparoB JakTya03bl (Aodanak, HopMmase). Y aetei
crapiie 6 Mec, COTJIacCHO TOCIEIHUM PeKOMEHIALIMSIM
EBporeiickoro n CeBepoaMepUKaHCKOTO OOIIECTB IeT-
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byaamos B.1I1. u coaem. CoBpeMeHHbIE PEKOMEHIAIMY 110 BENEHUIO IeTel ¢ QYHKIIMOHATLHBIM 3aI0pOM

CKMX TaCTPOIHTEPOJIOTOB, TeMaTOJI0TOB U HYTPULIMOIO-
TOB, Tepanueil TepBOro BBHIOOpaA SIBISIOTCS TperapaThl
MTOJTUATUIICHTIUKOJIS (popiiake ¢ 6 MeC KU3HU, TPaH3U-
ner ¢ roga) B ctapToBoii no3e 0,4 r/Kr B cyTku. JlaHHbBIE
MpenapaTbl OTIMYAIOTCS (DU3NOJIOTUIHBIM MEXaHU3MOM
JIECTBUS 3a CUET CBI3bIBAHUS MOJIEKYJT BOJIBI, YBEIMYE-
HUS Y CMSITIEHUS CTyJIa, pa3ApakeHust 6apopelenTopoB
TOJICTOM KUIITKU U CTUMYJISILIUU €€ OMopoXHeHusT. Kypc
JIEYEHUSI, TI0 JaHHBIM OTEYECTBEHHBIX MCCIIeIOBaHUIA,
JIOJIKEH cOoCcTaBIsITh oT 2—4 Hen 1o 3 mec [13]. Heobxo-
JTUMOCTb KYpPCOBOTO JIEUeHUsI TTPOJUKTOBAaHA JOCTHXKE-
HueM addeKkTa «00ydyeHUsT KUILIeUHUKa» — 3TO 03HayaeT
BOCCTaHOBJICHHE HOPMAJIbHOM TEPUCTATBTUKI KUIIEY-
HUKa BO BPeMsI KypCOBOTO TTPUMEHEHUs CIa0UTETbHOTO
C COXpaHEeHHEM HOPMAaJTbHOM pabOThI KUIIIEYHUKA TTOCITe
OKOHYaHUS Kypca Tepanun. Cpean BcexX CIabUTeTbHBIX
9TOT 3 HEKT J0Ka3aH TOJbKO IS TIpernapaToB, COmep-
KAIIUX TOJIMATUJICHIIMKONb. PeKoMeHIyeTcsT TocTe-
MEeHHOE CHUXXEHUE M03bl CTA0UTEBHOTO 10 MOJHOMN OT-
MEHBI, He paHee 4eM uepe3 MecsIl TTocje KYITMPOBaHUS
cuMIITOMOB 3amopa. [TomaepxuBaloiast Teparust MOXeT
IUTATBCS 10 2 MecC.

B ciyyae HEBO3MOXKHOCTHM MpHeMa JaHHOM TPYITITbI
Ha3HaAyvaloTCsl CIabUTEbHBIE, COMEpPXKAIIIUe JIAKTYJI03Y.

V nereit paHHeTo Bo3pacTa ¢ OCTPbIM 3aITOPOM BO3MOXK-
HO TIpUMEHEHUE CYIO3UTOPUEB C TJIMIIEPMHOM, HO He
mmtenbHo. TTpy KompocTase aeTsM 10 6 Mec KU3HHU PeKo-
MEHIOBaHbI KIIM3MbI KYpCOM 3—6 THEl OMHOKPATHO B IEHb,
y IeTeli ¢ 6 Mec XKU3HU Tepalieil epBoii IMHUK STBJISTIOTCSI
npernaparbl Ha OCHOBE MTOJIMATUIICHTJIMKOJS B 103e 1—1,51/
KT B CYTKM OT 3 110 6 THeit, Ha3HaYaeMBbIe per 0.

Onenka 3¢ GhEeKTUBHOCTU CIaOUTENIbHBIX Mpernapa-
TOB JIOJKHA TIPOBOAUTHCST HE paHee 4eM depe3 2 Hell.
I1pu HeahHeKTUBHOCTU HEOOXOAMMO ellle pa3 OLEHUTh
HaJIM4ye CUMIITOMOB TPEBOTH, PACCMOTPETH B Ka4eCTBE
OJTHOI U3 BO3MOXKHBIX TPUYWH 3aIT0pa y IeTei MepBoro
roja XXW3HU ajlJIepruio K OelkaM KOPOBBHETO MOJIOKA.
ITpu mogo3peHnn Ha HaJTMYKe ajIepTUM, B YaCTHOCTH,
MpY COYETAaHUU CUMIITOMOB 3aropa ¢ KOXHBIMH TTPO-
SIBICHUSIMM, B Cllydae TPYIHOTO BCKapMJIMBAHUS TO-
Ka3aHa dJIMMUHALIMOHHAs TUeTa MaTepu; AETSIM Ha UC-
KYCCTBEHHOM BCKapMJIMBaAaHUU peKOMEHIyeTCs 3aMeHa
CTaHAAPTHOM CMECHU WJIM CMECH Ha OCHOBE YaCTUYHO
TUAPOJM30BAHHOTO OejlKa Ha TIOJHBbIE TUAPOJM3AThI
¢ olLicHKOI 3ddeKTa Ha MMeEIoIIrecss CUMIITOMEI 4e-
pe3 2—4 Hen.

ITpu HeahHEeKTUBHOCTH OCMOTUYECKUX CIIa0OUTENb-
HBIX MOXHO Ha3HAYUThb KOPOTKMM KypCOM Teparuio
BTOPOI JIMHUY, BKITIOUAIOIIYIO pa3apaxaolnne (CTUMY-
JMpylolMe) ciabutenbHble. Takke s ONTUMU3ALUU
Tepany Ha3HAYaloTCd CITa3MOJIMTUKU B ciydae TUTIep-
MOTOPHBIX 3aITOpPOB (HarmpuMmep, MebeBeprHa THUIPOXIIO-
pUI — JIOCTIATAJIMH ¢ 12 JIeT, TMoCIIHA OYyTHIIOpOMUI, —
ByckormaH getsM ctapiie 6 JIeT, U T.1.); HOPMOKMHETUKU
(TpuMeOyTuH — Tpumenar ¢ 3 jieT) MPpUMEHSIOT KaK Mpu
TUTIO-, TaK W TIPY TUTIEPMOTOPHBIX 3aITopax; PeKOMEHIY-
0T JXeJTUeTOHHBIE TTperapaThl.

B cinyuae pedpakrepHoro 3amopa, Korga HeT OTBe-
Ta Ha JIeueHUe B TeueHue He MeHee 3 Mec, clieayeT 00-
cieoBaTh peOeHKa Ha MpeaMeT WCKITIOYEeHUsS TaKhX
3a0oyieBaHMI, Kak OoJyie3Hb I[upimpyHra (Ouorcus,
aHOpeKTaJibHasi MaHOMETpPUSI), aHATOMHUYECKUEe aHOMa-
Jun (uppurorpadus), maToJorusi CMMHHOTO MO3Ta Mar-
HUTHO-pEe30HaHCHasl ToMorpadust U ajuieprus K 6eakam
KOpOBbero MoJjioka (ypoBeHb crienimpuueckux IgE, anm-
MMHalMOHHas npobda). K coxaneHuio, U B HacTosiee
BpeMsl BCTpeYaeTcsl TO3IHSIST ITUarHOCTUKAa OpraHuye-
CKMX 3a00JIeBaHUi1, B YaCTHOCTU, OoJsie3Hu [upiirnpyHra.
Wnmoctpauueit K TaHHOMY TE€3UCY CIIYKUT CIEAYIOIINiT
KJIIMHUYECKUIA CITydaid.

Manbuuk 1 rog 2 Mec MOCTYIUJI B TaCTPO3HTEPOJIO-
TMYecKoe OTAe/IeHHWe ¢ XajobaMu Ha 3allepXKKy CTyja
JI0 5—6 THE; CTYJI TIJIOTHBIN, OBIBAET TOJBKO TTOCIIE KITU3-
Mbl. Tepanust cnabuTebHBIMU per 0s HeapdheKTUBHa.

W3 anamHe3a XX1U3HU U3BECTHO, YTO peOeHOK 00JIeH
¢ poxaeHusi. [locie poxaeHUs: HAXOAMJICS B OTHeJie-
HUM TAaTOJIOTMM HOBOPOXKAEHHBIX, TAE B CBS3M C 3a-
NePXKKOW cTysa ObLI 00c/ieoBaH C TPOBEAeHUEM PEHT-
reHorpauu opraHoB OPIOIIHON TMOJOCTU: BBISIBJICHBI
pa3nyTbie TIeTJIU KUIIeYHWKa, TOPU30HTAIbHBIE YPOB-
HU Xunakoctu. [IpoBeneHa uppurorpadus — ToicTas
KHITKa KOHTpPAacTHpOBajach Ha BCEM TPOTSIKEHUM,
cuUrMa yJajJuHeHa U M30THYTa, 30HbI Cy)XeHHUsI He oOHa-
pyxeHbl. Co CJTOB MaTepu, MpU 3aliepXKKe CTyaa MoMo-
rajo pedJJeKTOpHOE pa3ipaXxeHre aHyca, HO B HaCTOSI -
11ee Bpemsi 3Ta Mmepa Hea(ppeKTuBHa.

CocrosiHuEe TIpU TIOCTYIUIEHUM TSIKEJI0e 3a Cyer
KaJloBOM WHTOKCHKAIUM, aHEeMUU, Jeduiiura mac-
col. Koxa M ciusucrsie OneaHble, XMBOT YBEJIMYEH
B oobeMe. KoHTypupyroTcsa netiu KuiiedHuka. Cryna
camocTrosiTeIbHoTro HeT. Ha hoHe KOHcepBaTMBHOI Te-
panuu (KJIM3MBbI, CIaOUTeIbHbIE) COCTOSIHUE peOeHKa
0e3 yJIydIllIeHUsI — CAMOCTOSITeJIbHOTO CTyJjia MpakThue-
CKM He ObIJIO, B TTepBbIe THU FOCTIUTATU3ALINY Ha (hOHE
OYMCTUTELHOM KIM3MbI OTMeYajach MHOTOKpaTHas
pBOTA, CTYJ CKYIOHBINA. B CBSI3W C yMOpHBIM TedyeHUEM
3aropa OblJla TpoBeJeHa IOBTOpPHAs Mppurorpadumsi.
OOHapyXeHbI: MHOXECTBEHHBIE 30HbI CY>KeHUSI 10 X0y
MPSIMO KUIIKWA U CUTMBI, pUTUIHOCTh CTEHOK KUIIIKU,
MocJje ONMOpPOXKHEHUsI — 3a3yOPEeHHOCTh OUepTaHUIA, Jie-
dopmanusa penbeda cau3ucToit. Bes obogouHast Kuika
3HAYUTEJIbHO yBEJIMUYEHA B TUAMETPE, KOHTYPbI KUILIKHA
YeTKWe, TayCTphl pacTSIHYTH. BhIBeneHNEe KOHTPACTHO-
ro BelllecTBa U3 KUIlIeYHUKa 3aMeieHo. Ha ocHoBaHuu
KJIMHUYECKUX TIPOSIBIICHUM M JaHHBIX MppUTOTpadum
cnycts 1 ron y pebeHKa Ha CTaAuM JeKOMIIEHCUPOBaH-
HOTO 3aropa OblJI MOCTaBjIeH AuarHo3 0oje3Hu [upii-
npyHra. boibHO# ObLT TIepeBe/ieH B XUPypTruiecKoe OT-
NeJIeHre JUTsl TaibHEeHI1ero BeJeH s,

Takum oOpa3oM, 3(p(PeKTUBHOCTb JEUYEHUS 3aro-
pPOB y JieTelt 3aBUCUT OT CBOEBPEMEHHOCTH €ro Havaja.
HekoropbiMu KccaegoBaTesisIMU MMOKa3aHO, 4YTO JETU
C CHMIITOMaMM 3ariopa Ha TPOTSDKEHMU MeHee 3 Mec
MMEIOT OOoJibIlle IIaHCOB Ha BBI3HOpOBiIeHUE [14].
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«MEQUATPUSA U BETCKASI XUPYPIUs B NPUBOJIDKCKOM PELEPAJIbHOM OKPYTE»

IMpu cBoeBpeMeHHOM JedyeHuun 80% peTeil He HyXaa-
I0TCS B Ha3HAYEHUU CIAOUTENbHBIX B T€UECHUE TTOJTYTO-
Jla TIocjie HopMaju3aunu cTyja. [IpuMepHO MoJoBUHA
OGOJIbHBIX BBI3IOPABIMBAIOT M HE WMEIOT PELUINBOB
B TeueHue 1—5 net. ¥ ocrtambHbIX 50% 3amopsl penu-
nuBUpyioT. CienyeT OTMETUTh, YTO JIEYeHHE 3aropoB,
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Ba3zoakTuBHbIe MeAMATOPBI SHIOTENHAIbHOM TUCHYHKIMM NPU ApTePHATbHOIA

TUNIEPTEH3UN Y JeTell ¥ MOIPOCTKOB

JI.U. Cadvikosa, E.B. Cepeeesa, I.H. Agpaamymosa

BOY AMNO «KasaHckas rocynapCTBEHHas MeamLUmMHeKas akagemms» MuHaapasa Poccun

Vasoactive mediators of endothelial dysfunction in children and teenagers with hypertension

D.1. Sadykova, E.V. Sergeeva, G.N. Aflyatumova

Kazan State Medical Academy, Ministry of Health of Russia

IIpencragiieH 0630p COBpeMEHHBIX JAHHBIX O (PAKTOPAX PUCKA PA3BUTHS APTEPUATHHON T'UNEPTEH3UH Y IeTeil U OPOCTKOB, a TAK-
7K€ POJIM SHIOTEHANBHOI TUCGYHKIMI B THOIOTHH M ATOreHe3e 3a001eBaHus.

Karouegwte caosa: demu, noopocmku, apmepuanvHas eunepmen3us, OUCYHKYUs SH0omenus, okcud azoma, 3HO0MenuH.

This paper reviews an update on risk factors for hypertension in children and teenagers and on a role of endothelial dysfunction in the

etiology and pathogenesis of the disease.

Key words: children, teenagers, hypertension, endothelial dysfunction, nitric oxide, endothelin.

Cepnequ—cocyanHe 3a00JIeBaHMSI CITyXaT TJIaB-
HOW MPUYMHOM WHBAIUAU3AIUM U CMEPTHOCTH
Ha TIJIaHeTe, YHOCS €XeroJHOo OKoJio 17 MJIH XU3Hel
[1, 2]. AptepuanbHasi TUIMEPTEH3Us SBISIETCS Ofl-
HOW M3 aKTyaJlbHBIX MeIUKO-COUMATbHBIX TPOOIeM,
4YTO OOYCJOBJIEHO HE TOJbKO HIMPOKOW pacrmpocTpa-
HEHHOCTBIO B TOMYJSALWHN, HO M BBICOKUM PHCKOM
COCYAMCTBIX OCJIOXKHEHWI, HapylIalomMnX TPYIOCIO-
COOHOCTb JIIOJIE caMOro akTUBHOTO BO3pacTa 1 oTipe-
JIeNIoux 0ojiee TOJOBUHBI BCEX CIydyaeB CMepTHU
B3pOCJIOro HacesleHUsT. TPeBOXUT U TOT (haKT, UTO ap-
TepuajibHasl TUTIEPTEH3Us CYIIECTBEHHO <«ITOMOJIOIE-
Jla», M ee pa3BUTHE y JIeTel U MOIPOCTKOB yXe He SIB-
JIIETCS peIKocThio [3].

CoracHO JaHHBIM HAyYHBIX WCCIIETOBaHUI B Ha-
cTostiee Bpemst He 6onee 2—15% neTeit (B 3aBUCUMOCTH
OT BO3pacTa) MOXHO TIpU3HATh 3M0poBbIMU [4]. B nu-
HaMUKe HaOJIOJCHUSI CPeIu JEeTCKOTO HAaCEJIEeHUST BCeX
BO3PACTHBIX TPYIIT OTMEUYAETCS POCT XPOHMUYECKON Ta-
TOJIOTUM, YacTOTa KOTOPOK 3a TocjeaHee AeCATUIeTHE
yBenmuuiaach Ha 22%, a ee IOJIS cpelyd BCeX HapyIIeHUIA
3I0POBbsI, B YACTHOCTU Y IIKOJbHUKOB, mocTuria 32%.
MHorouuc/ieHHble MacCOBbIe OOCEIOBAaHUSI IETCKOM
MTOITYJISIIIUY TTOKA3bIBAIOT, YTO PACIpOCTPaHEHHOCTh ap-
TepUaTbHON TUTIEPTEH3UN CPEIU IETEH COCTABIISIET B 3a-
BUCHUMOCTH OT Bo3pacTta ot 2,4 10 18% [5, 6].
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ApTepuanbHas TUIIEPTEH3WST OTHOCHUTEIBHO JIETKO
BBISIBJISIETCS] Y B3POCJIBIX, B TO BpeMsI KaK y IeTeil 1 MO -
POCTKOB IMAarHOCTUPOBATh €€ Ha paHHUX, OECCUMIITOM-
HBIX dTalax JOCTATOYHO CJIOXKHO. [T HUX XpOHWYe-
CKO€ TIOBBIIIICHWE apTepUabHOTO JaBJICHUST HE COBCEM
TUMUYHO. BapmaGelbHOCTh apTepuaNbHOTO JaBICHUS
y JeTeii cBsi3aHa ¢ 0YeHb HU3KOYACTOTHBIM JIMATIa30HOM,
KOTOPBIN OTpeesieTcs TYMOPaJbHBIMK (DaKTopamMu pe-
rynsiuyn. [Ipr 3ToM K cpelHeMy HIKOJbHOMY BO3pacTy
HaboMaeTcsT CHUXKEHUE YacTOTHl KOJeOaHWU apTepu-
aJTbHOTO JIaBJIEHUS, UTO CBSI3aHO C Ka4eCTBEHHBIMU W3-
MEHEHUSIMU B YPOBHE peryJisiiuuy mokasatenst. Hepenko
HabJoaeTcsT HECTOMKOE TTOBBIIICHWE TaBICHUSI C €Tro
HopMasu3aiueir B 0ojiee crapuiem Bospacte. [Toatomy
B OOJIBIIMHCTBE CJIyJaeB JJIsI MOAPOCTKOB 3HAK paBeH-
CTBa MEXJIy apTepHalbHOM TUTIepTeH3UE U TUTIEPTOHM -
yecKoii 00JIe3HBIO He TIpaBOMOYeH [7].

TeHe3 pa3BUTHSI apTepuabHON TUIIEPTEH3UU CIIO-
XEeH, TIOCKOJIbKY OOYCJIOBJICH MHOTOOOPa3HBIMU TeMO-
JTUHAMUYECKUMU U TTaTO(U3NOTOTUIECKUMU CIBUTAMU,
HapyIalImuMA QU3NOIOTUIECKOEe PaBHOBECHE MEXKIY
MPECCOPHBIMU M JIETIPECCOPHBIMU CHCTEMaMHU OpTa-
Hu3Ma. KakoBbl ObI HM OBUIM TTaTOTEHETUYECKHE MeXa-
HU3MBI, OHA TIPUBOAST K HapYyIIEHUIO ayTOPEryJsiiun
KPOBOOOpAILIeHNsT, KOTOpast HAXOAUTCS TOA KOHTPOJIEM
HelporyMopaibHbIX (hakTopoB. M3 H1UX Hanboiee 3HAYM -
MBIMHM JUTSI Pa3BUTHS apTepUaTbHON TMIIEPTEH3UH, B TOM
Yuclie y JeTeil U TTIOAPOCTKOB, SIBJISTIOTCS (PYHKIIMOHAITb-
Hoe coctostHue IITHC, a u3 rymopanbHbIX (hakKTOpOB —
MpeccopHble MeAMaTOpbl (KaTeXOJaMUHBI, pEeHWH-aH-
TMOTEH3UH-aJIbIOCTEPOHOBasT crcTeMa). [lelelMOHHbIIM
MoJUMOPGU3M  TeHa  aHTMOTEH3WHIIPEBPAIlafoIIero
depMeHTa omocpenoBaHHO, Yepe3 aKTWBAIMIO PEHUH-
AHTUOTEH3UH-AJTBIOCTEPOHOBOM CHUCTEMBI CITOCOOCTBYET
pa3BUTHIO 3a00JIeBaHUS y AeTE ¥ TTOAPOCTKOB M BHOCHUT
BKJIAJ B PAaHHIO CTaOWUIM3alMIO apTepUaTbHOTO OaB-
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JIEHUsT Ha BBICOKMX LMbpax. MMeloTcst naHHBIE, 9TO Y
17—25% monpocTKoB apTepuaibHasl TUTIEPTEH3US TIPH-
obpeTaeT mporpeccupyoliee TedeHue ¢ GopMUPOBaHUEM
TUTIEPTOHNYECKOM 0oJie3HM |8, 9].

B Hacrosiiiee Bpems uccienoBaTeassMyd YCTaHOBIIG-
HO, 4TO TIOSIBJICHWE apTepUabHON TUIEPTEH3UU CBOM-
CTBEHHO TIPEUMYIIECTBEHHO TOIPOCTKOBOMY IEPUOLY,
Korma (OPMUPYIOTCSI HEWPOTeHHBIE M TyMOpaJbHbIE
MEXaHW3Mbl PETYJISIUU CepACUHO-COCYIUCTON CUCTE-
MBI ¥ HaOJI0MaeTCs MOIIHBI TOPMOHATBHBINA BCITJIECK.
Hanpsokenve aganTallMOHHBIX MEXaHW3MOB, CBsI3aH-
HBIX C HEHPOTYMOPATbHBIMA U3MEHEHUSIMU W BBICOKOM
YaCcTOTON AUCHYHKIWKM BETeTaTUBHOW HEPBHOM CHCTe-
MBI, SIBJISIETCSI OMHOM M3 OCHOBHBIX MATOT€HETUYECKUX
COCTaBJISIIOLINX TTOBBIIIEHUS] apTepHaIbHOTO JTaBJICHUST
[10]. CepneuHo-cocynucTtasi cucTeMa aKTUBHO y4acTBY-
€T BO BCEX MPUCIIOCOOUTENBHBIX PeaKIUsIX OpraHU3Ma,
a ee (HbyHKIIMOHATbHBIE BO3MOXHOCTU YMEHBIIAIOTCS
¢ yxynuieHueM aaantaiuu [11]. TTokazaHo, 4yTo Hayaso
CHCTEMaTUYeCKOro OOy4YeHHUsI COTIPOBOXIAETCS Yy JeTei
HU3KUMU aJarTallMOHHBIMU BO3MOXKHOCTSIMU, CHIIKE-
HUeM (PYHKIIMOHAIbHBIX PE3ePBOB CEPACUHO-COCYIU-
CTOli cucTeMbl. 3a mepuo 1 00yuyeHus BO3pacTaeT KoIrde-
CTBO JIeTel C HapylIeHUSIMU BeTeTaTUBHOTO TOMeocTasa,
VBEJIMUMBAETCS PACTIPOCTPAHEHHOCTh (hYHKIIMOHATBHBIX
OTKJIOHEHM1, 00YCTOBIIEHHBIX HAPYIIEHUSIMU BETE€TATUB-
Hoii perynsitiuu [12]. UMeHHO B MOAPOCTKOBOM BO3pacTe
BereTaTUBHAsI COCTABIISAIONIAS B BOSHUKHOBEHUN apTepH -
aJTbHOM TUTIEPTEH3UHU SIBIISIETCS cCaMol crutbHOM [13, 14].

HccnenoBanust mocyieHUX JieT yOeauTeIbHO MoKa3a-
JIM BaXXHYIO U CAMOCTOSITEIbHYIO POJIb SHIOTEIMS B pa3-
BUTUU CEPJIEYHO-COCYIMCTHIX 3a00IeBaHUI. DTa TOHKAs
MOJIypOHUIIaeMasi MeMOpaHa, BBICTUJIAIONIAST U3HYTPHU
Ceple U COCy/bl, HeMPEePbhIBHO BbIpabaThIBA€T OTPOMHOE
KOJIMYECTBO BaXKHEWIIUX OMOJIOTMYECKM aKTUBHBIX Be-
mectB. [ToaToMy B HacTosiiiee BpeMsi KOMIUIEKC KJIETOK
SHIOTENIUSI pACCMATPUBAIOT KaK TMTAHTCKUIA TTapaKpH-
HBIIA OpTaH, pacrpeneIeHHbIN IO BCe MOBEPXHOCTU Tea
yesoBeka [15, 16].

DHoTEeNNi BbIpabaThIBAET Ba30AMIATATOPBl U aHTU-
arperaHTbl — okcua azota (NO), OpamMKUHUH, TTPOCTa-
UMKJIMH, TpocTariananH E,, sHaoTenmanbHbIil pakTop
TUTIEPTIOJIIPU3ALINK; BA30KOHCTPUKTOPBI U TIpoarperaH-
Tbl — 9HAoTeanH-1 (OT-1), anrnorensuH Il, ceporoHuH,
npocrarnavand F, , neiikorpuensr C4, 14, tpom6o-
KcaH A2; remapuH, aKTUBATOPHI TUTA3MUHOTEHA, (PaKTo-
pbl pocta. DHAOTENUN 00JIafaeT COCYAOJBUTATENbHOM,
AHTUTPOMOOLIMTAPHOM, AHTUKOATYJISTHTHON, TPOMOOJIH -
TUYECKOM, TPOTUBOBOCITATUTEIBHOM, aHTUOKCUIAHTHOM
U aHTUMPONU(pEpaTUBHOM aKTUBHOCThIO. EMy TipuHaj-
JIEXKUT 4Ype3BbIYAfHO BakKHasl PoJib B Pa3BUTUU aTepo-
CKJIEPOTUYECKUX UBMEHEHU I COCYIUCTON CTEHKU, PEMO-
NIeJTMPOBaHUM COCYNIOB, aHTHOTeHese [17].

OHOOTENNI  BBITIOJHSIET  OapbepHylO  (YHKIIUIO
MO TIOAJIEPKaHUI0 TOMeOocTa3a IyTeM COXpPaHEHUS TH-
HaAMMUUYECKOTO paBHOBECHUS psiia pa3HOHAIpaBJIEHHBIX
npoiieccoB: 1) ToHyca cocynoB (Ba3oawiaTalivsi/Ba3o-

KOHCTPUKIIMSA); 2) aHATOMUYECKOTO CTPOEHUS U PEMO/Ie-
JIMPOBaHUS COCYIOB (CUHTE3/MHTMOMpOBaHNEe (haKTOPOB
npoaudepaiun); 3) MECTHOTO BoCIajieHusl (BbIpaboTKa
MpO- W TMPOTUBOBOCIAIUTENBHBIX (PAKTOPOB, PETYIIsI-
1IUsI COCYIMCTON TIPOHMIIAEMOCTH, TIPOLIECCOB aAre3uu
JIEMKOIIUTOB); 4) TIPOLIECCOB reMOCTa3a U TpoMOoJu3uca
(cuHTe3 M MHTUOMpoBaHUE (haKTOPOB arperamuy TPOM-
6ouuTOB U pubpUHOIN3a). B ympoliieHHOM BUIe MOXKHO
BBIIEJTUTh OCHOBHBIE MPUYMHBI, BBI3BIBAIOIINE TOPMO-
HaJIbHYIO peakiMio 3HAO0TEMATbHON KIIETKU: U3MEHe-
HHUE CKOPOCTU KPOBOTOKA; TPOMOOIIUTAPHBIE MEANATOPI
(ceporoHuH, ageHo3uHaKUbochaT, TPOMOWH); LIUPKYIHU-
pylole /W «BHYTPUCTEHOYHBIE» HEHPOTOPMOHBI
(kaTexoslaMUHBI, Ba30MPECCHH, alleTWJIXOJWH, 3HI0Te-
JIUH, OpauKWHWH, TUCTaMUH). B HOpMe B OTBET Ha 3TU
CTUMYJIBI KJIETKU SHIOTENS PearupyloT yCUIIeHUeM CHH-
Te3a psifia BELECTB, IPUBOISIIMX K pacciabJeHuo Iial-
KOMBIIIIEYHBIX KJIETOK COCYIUCTOM CTeHKU. BaxkHeimm
cpenn 3TuX akTopoB sBIsseTcsa NO, obecreynBaroIInii
BazoAuIaTalMI0, TOPMOKEHUE IKCITPECCUU MOJIEKYJT afl-
Te3WM M arperanuio TpPOMOOIUTOB, OKa3bIBAIOIINI aHTHU-
nponrdepaTUBHOE, aHTUATIONTUYECKOE W aHTUTPOMOO-
TUYECKOE AEVICTBUE.

YcraHoB/IeHWE BaXKHOW pOJM OKCHIA a30Ta B pery-
JISIUAM  Pa3IMYHBIX (DU3UOJIOTMUECKUX M OMOXMMUYe-
CKHUX TIPOLIECCOB SBJISIETCS OMHUM W3 Hanboyiee SIPKUX
OTKPBITUI TTOCTETHNX JIET. DTO OTKPBITHE UMeeT (pyHIa-
MEHTaJbHOE 3HaYeHUE U TO3BOJISIET TO-HOBOMY TO/IOM-
TH K TIOHUMaHUIO MOJIEKYJISIPHOTO MeXaHu3Ma (U3HO0-
JIOTUYECKUX TIPOIIECCOB B KJIeTKax. B opraHusme okcu
a30Ta CMHTE3UpyeTcsl KjieTkamu u3 L-apruHuna. OTOT
npoliecc TIpeACTaBsieT CO0ON KOMILUIEKCHYIO OKMC-
JINTENIBHYIO peaklivio, KaTaau3upyeMyro (HepMeHTOM
NO-cuHTa301, KOTOpasi MPUCOEAUHSIET MOJICKYJISIPHBIN
KHCJIOpO K KOHEYHOMY aToMy a30Ta B TYaHUIWHOBOW
rpynme L-apruanHa. CylecTBYIOT TpU U3BECTHBIX BUIA
NO-cunra3z: I tun (nNOS) — HeitpoHanbHast, II Tun
(INOS) — unnyumnoenbHas, I11 Tun (eNOS) — sHnoTenu-
anmpHast. NO-cunTassl | u 11 TumoB nmpeacTaBisiioT coboii
(hepMeHTBI, pacTioIoXKeHHbIE B 9HIOTETMOLIUTAX, HEMPO-
Hax, TpoMOoLMTaX, HEWTpoduUIax u Ipyrux Kiuetkax. Mx
AKTUBHOCTH 3aBUCHUT OT MPUCYTCTBUS KaJbIVS U Kajlb-
MOJyJIMHA U obecrieunBaeT Heliporepenadyy B HUTpepri-
YECKUX HEeWpoHax, peslakcalluio KPOBEHOCHBIX COCYIO0B
W TJIAIKOMBIIIIEYHBIX OPTaHOB, aHTUAATe3WI0 W aHTHAr-
peraiuoo HUPKYJIUPYIOIINX KJIETOK KPOBHU, PETYJISILIUIO
CUHTEe3a M cekpeluu ropMoHoB. B cunTeze NO yyact-
BYET TaKXKe alleTWIIXOJINH, CTUMYIUPYIONINIA PeLleNTOPBI
Ha MeMOpaHax KJIETOK SHAOTeUS. B rTagKoMBIIIEUHBIX
KJIeTKaxX TyaHWJIaTIIMKja3a TpeBpaliaeT OKCHUI a30Ta
B LUKIWYECKWi ryaHo3nHMoHodocdar. [locnenHuii
MPUBOIUT K IWJIATAIIMU KPOBEHOCHBIX COCYIOB, B TOM
Yyucyie BeHEUHbIX apTepuit [18].

YceranoBneno, yto NO sBsIeTCS JTOKaJIbHBIM TKa-
HEBBIM TOPMOHOM, TIOIAEPKUBAIOIIMM aKTUBHYIO Ba-
30MJIaTalINIO, U OJHUM M3 OCHOBHBIX (PAKTOPOB, pery-
JIMPYIOIIMX KPOBOTOK M apTepuajbHOe aaBieHue [19].
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Hapymienue NO-3aBucumoii peiakcaiymu apTepuii Mo-
JKET OBITh BBI3BAHO T€HETUYECKU OOYCIIOBJICHHBIM CHU-
SKEHMEM TPOMYKIIMU OKCHUAA a30Ta 3a CYeT HapyIIeHUs
NO-o0KcHIa3HOM aKTUBHOCTH 3HIIOTENMS, a TAKXKe ObITh
pe3yIbTaTOM €ro YCKOPEHHOM Aerpajalvii TPy OKCHIa-
TUBHOM CTpecce.

VYpoens NO B nepudeprudeckoit KpoBU JIeTell ¢ Be-
reTaTUBHOM MTUCHYHKIMEN HAXOOAUTCS B IIUPOKOM JHa-
MMa3oHe — OT OTCYTCTBMSI O YPE3BBIYaifHO BEICOKOTO CO-
Jep>XKaHUsI, HO TIPU 3TOM TPAKTUYECKHU Y BCeX OOJBbHBIX
B KPOBM CHUXEH YPOBEeHb L-apruHWHA, YTO CBUAETEb-
CTBYeT O HarpsbkeHuu B pabdote NO-cuHTe3upyomei
cuctemMbl. YpoBeHb NO CBsI3aH ¢ aKTMBHOCTbIO CUMIIA-
TUYECKOTO OTIe/Ia BEreTaTUBHOW HEPBHOW CUCTEMBI,
a TakKe TPSIMO KOPPeNUpyeT ¢ MHTEHCUBHOCTHIO (haro-
LIMTO3a, YTO, BO3MOXKHO OTpPakaeT COCTOSTHUE KOMITeH-
caiuu cucrtembl L-apruHnH—NO B cuTyalmm okcujaa-
TuBHOTO cTpecca [20]. B Hacrosiiee Bpems HAKOIMUIOCH
JIOCTATOYHO JOKA3aTebCTB, UTO YCUJICHUE NEITeTbHOCTH
apruHa3bl UTPAET POJib B MATOTEHE3€ psiia CepaeYHO-CO-
CYIUCTBIX 3a00JIeBaHUIA, B TOM YMCJie TUTIepTOHUN. Tak,
MpY JIEYEHUH TUTIEPTEH3UBHBIX KPBIC MHTUOMTOPOM ap-
TMHA3BI OBIJIO TTOKA3aHO CHYKEHUE KPOBSTHOTO JTaBJICHUST
u yaydiieHue GyHKIMY cocynoB [21].

K OCHOBHBIM 3HIOTEIMATBHBIM Ba30KOHCTPUKTO-
paM OTHOCSTCSI SHAOTEJNH-1, CEPOTOHUH W TIPOIYKTHI
IIMKJIOOKCUTEHA3HOTO MYTU TIpeBpallleHuss — TpocTa-
rmanauH H2 u tpombokcan A2. OgHuMu U3 HauboJiee
Ba30aKTUBHBIX BEIIECTB SBISAIOTCS OJHAOTEIUATbHBIC
MEeNTUABI — SHIOTETUHBI. DHAOTEINH- 1 B OOJBIIMHCTBE
clyyaeB oOpa3yeTcss B 9HAOTEIMAbHBIX KJIeTKaxX, HO B
OTJINYME OT APYIMX SHIOTEJIUHOB (-2, -3) MOXET CHUH-
TEe3UPOBAThCS B TJIAAKOMBIIIEYHBIX KIJIETKAaX COCYIOB,
HeWpoHax, acTpoLMTaX, OSHIOMETPUM, TenaToIMTax,
TKaHeBBIX 6azodwirax. OH OKa3bIBaeT HETIOCPEICTBEH-
HOe KOHCTPUKTOPHOE BIIMSIHUE Ha CTEHKY KaK apTepuid,
Tak 1 BeH. K IpyruM Ba3OKOHCTPUKTOPHBIM areHTam
oTHocsTcsl aHruoteH3uH II, TpomGokcan A2, mpocra-
rmaHauH F, , HermocpencTBeHHo IefiCTByIoNIME Ha TJajl-
KOMBIIIEYHBIE KJETKU. YCTaHOBJIEHO, YTO DHIOTEIUIA
SIBJISIETCS] BAXKHBIM (DaKTOPOM PETYJTMPOBAHUSI KOPOHAP-
HOTO COCYAMCTOTO TOHYCa ITyTeM 00pa30BaHUSI U BBICBO-
OOXIEHUST Ba30AUIATATOPHBIX M Ba30KOHCTPUKTOPHBIX
BemecTB, B yacTHocT NO u sHgoTennHa-1.

DHIOTEINIT BOBJIEKAETCST B IATOJOTMUECKU TPO-
llecc Ha Haubojiee paHHUX CTAAUSIX TUIIEPTOHWYECKOM
6one3nu. [Ipu apTepuadbHON TUMIEPTEH3UN TPOXYKIIHUST
9HAO0TENN3aBUCUMOTO peslakcupytoiero (gakropa (NO)
CHMXXaeTcs, a SHAOTEJIMHA HapacTaeT, CIIOCOOCTBYS T'-
neptpodun cocynuctoit crenku [22]. [1o nanubM JILA.
Jlammumnao#t u coaBt. (2009), ypoBeHb 3HIOTEIMHA- ]
B TUTa3Me KPOBM Y TALIMEHTOB MPU HAYaJIbHBIX CTATUSIX
TUTIEPTOHUYECKON GOJIE3HN TOCTOBEPHO TPEBBIIIAET Ta-
KOBOM Y 3M0pOBBIX JULL. OZHUM M3 TIPOSIBJICHUM SHIOTE-
JIMANTbHON TUCGHYHKIIMU Y OOJTBHBIX SIBJISIETCSI CHUXKEHUE
9HAOTENNOTIOCPEIOBAHHON aUaTallul apTepuit. XoTs
9HAOTENN3aBUCUMOe pacciabjieHue TJIaJKUX MBbIIIILL

COCY/IOB TTPY TUTIEPTEH3UH TTOIaBJIEHO, CUHTE3 M OCBOOO-
xneHue NO sHaoTeIMaNbHBIMU KJIETKaMU He Hapylle-
HBI, YTO MOXHO pacCMaTpUBaTh KaK KOMIIEHCATOPHBII
denomeH [23].

TakuM o6Gpa3oM, IO COBPEMEHHBIM TIpeICTaBIeHU-
SIM, SHIOTEINIO COCYAUCTON CTEHKU M COOTBETCTBEHHO
ob1IenepubepuIecKkoMy COMPOTUBICHUIO COCYIUCTOM
CTEHKU OTBOIUTCS KJTIOYeBask POJib B Pa3BUTHU apTepu-
aJTbHOM TUTIEPTEH3WU. DHAOTeTUANbHAS TUCHYHKIINS,
reHe3 KOTOPOM OKOHYATeJIbHO He YCTaHOBJIEH, SIBJISIET-
Csl OMHUM W3 BEIYIIUX MAaTOTEHETUYECKMX MEXaHU3MOB
peanuzanuu 3a0oeBaHusl. [eHeTUYeCcKn 00ycIOBIeHHAs
SHIOOTENMATbHAsA TUCHYHKIIMS, BCIEACTBUE KOTOPOI
MPOUCXOMAST CHKEHUE CMHTE3a Ba30AMIaTaTOPOB U TH-
MePIPOIYKIIMS Ba30IPeCCOPOB, MOXKET OBITh TEPBUY-
HBIM 3BEHOM B TIaTOTeHE3€e apTepUalbHOM THIIEPTEH3UH.
C Apyroit CTOpoHBI, HapylleHUue (YHKIUNA SHIOTETUS
MOXET OBITh BTOPMYHBIM, MOCKOJBKY OpPraHOM-MUIIIE-
HBIO TIPU TUTIEPTOHWYECKOU OOJIE3HU SIBIIIETCS SHAOTE-
nmit [24, 25]. TloBpexneHne COCyIUCTON CTEHKU U 2H-
JoTeuaabHas OUCHYHKIUS MMEIOT MECTO Y KaXIoro
BTOPOTO MOAPOCTKA C apTepUaNbHON TUTIEPTEH3UEH U Y
KaXXIIOTO YeTBEPTOrO MOAPOCTKA C BBICOKUM HOpPMaJIb-
HBIM apTepuaibHBIM AaBieHueM. Hanbosbinas yactoTa
HapyIlIeHU (PYHKIWU SHIOTEIUS YCTAaHOBJIEHA y JeTei
W TIOAPOCTKOB TIPY HAJIUYMU HACIEACTBEHHOU Tpeapac-
MOJIOXKEHHOCTH K 3a00JIeBaHUSM CepIeYHO-COCYIUCTOM
CHCTEMBI, TIOBBIIIIEHHOTO apTepUaIbHOTO JaBICHUS U U3-
OBITOYHOI Macchl Tea [26—28].

HauanbHble 3Tanbl pa3BUTHS apTepUalbHONM THUIIEp-
TEH3WU MOTYT XapaKTepU30BaThCsl BRICOKUM HOPMAaJTbHBIM
YPOBHEM apTepuabHOTO AaBjleHUs B Auaria3zoHe ot 90-ro
MEePLUEHTWISI, HO MEHbIIle 3HAYeHWI 95-TO TepHeHTUIT
JUTSI TAHHOTO BO3pacTa, pocTta M Tona. [IpoBeneHHOe Mc-
cJIeIOBaHNE TTOKA3aJl0 B3aMMOCBSI3b LIEHTPATbHON TeMo-
JUHAMWKA U (PYHKIIMOHATBHOW aKTUBHOCTU COCYAMCTOTO
SHIOTENNS. ABTOPBI MPEANTOTIOXKIINA, YTO Y TTOIPOCTKOB
C BBICOKMM HOpPMAaJIbHBIM YPOBHEM apTepUabHOTO JaB-
JICHUSI UMEIOT MECTO pa3IMYyHble MEXaHU3MBI (POPMUPO-
BaHUST SHIOTEINAILHON TUCHYHKIINN, KOTOPhIE 3aBUCST
OT COCTOSIHMSI CHCTEMHOTO KpoBooOpaileHus. Y Moj-
POCTKOB C TMMEPKUHETUYECKUM TUIIOM TEeMOIMHAMUKUI
TOBBIIIIEHHAST JeCKBaMalIMsI SHIOTEINS B COYETAaHUHU C UC-
TOIIIEHNEM CUHTE3UPYIOIINX PECYPCOB KIIETOK MPUBOIMIA
K yrHeTeHuto oopazoBaHusi NO cocyaucToil BHICTUIIKOM,
a ypoBeHb MapKepOB SHIOTETNATLHON TUCHYHKIINN 3aBU -
ceJl OT ToKasaresieil COKpaTUTeIbHOI CITIOCOOHOCTH MUO-
KapJa JIeBOro kejymodka. [Ipy THITOKMHETUYECKOM THTIE
LIEHTPaJIbHOM TeMOAMHAMUKMN aKTUBAIUS SHIOTETUOIM -
TOB, CBSI3aHHAsI C 3MM301aMH1 TTOBBIIIICHUS apTePUATHLHOTO
NaBJIEHUsI, MPUBOIMIA K yBeandeHuto cuHTe3a NO. DH-
JOTeNabHAsT AUCGHYHKIINS TIPU 5TOM Oblja CJSICTBUEM
OUOXMMHYECKOTO TTOBPEXKIECHUS KJIETOK aKTUBHBIMU Me-
tabomutamMu NO. [losydyeHHbIe pe3yabTaThl MO3BOJIINA
MPEATTONIOXHUTb, YTO TUCHYHKIUS SHAOTEINS Y MTOAPOCT-
KOB C BBICOKMM HOPMAaJIbHBIM YPOBHEM apTepHaTbHOTO
JaBJICHUSI HOCUT BTOPUYHBIN xapakTep [29].
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IMaTonornyeckne W3MeHEHUST (QYHKIUM DSHIOTE-
JINST SIBJISTIOTCST HE3aBUCUMBIM TIPEIMKTOPOM HebJ1aro-
MPUSATHOTO TPOTHO3a, WM SHIOTENUI TIPeICTaBIISICTCS
UaeadbHOM MUIIEHBbI0 s Tepanuu. llens Tepanmuu
MpU SHAOTEINATBHON AUCHYHKIIUKM — yCTpaHEeHUE Ta-
pagoKcalbHON Ba30KOHCTPUKIIMU U C TIOMOIIBIO TTOBHI-
meHHoi noctynHoctd NO B CTEHKE COCYA0B CO3/1aHue
3alIUTHOM Cpeldbl B OTHOIIEHWM (haKTOPOB, TPUBOIS-
IUX K CepAeYHO-COCYyaUCcTOMY 3abosieBaHUi0. OCHOB-
HOI1 3amavueii SIBISIETCS YIyqIllIeHWe TOCTYITHOCTH SHI0-
reaHoro NO, Oyaromapst ”THTUOMPOBAHUIO €ro pacrana
wiu ctumysiuuu NOS [30].
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«MEQUATPUSA U BETCKASI XUPYPIUs B NPUBOJIDKCKOM PELEPAJIbHOM OKPYTE»

Hosbie paHHHE HEMHBA3HUBHbIC 6u0MapKepm OCTPOro NOBPEKACHUA NMOYECK Y TOHOIICHHBIX
HOBOPO2KJICHHBIX B KDUHTHYECKNX COCTOAHUAX

M.A. Jlamunosa, A. 1. Caguna, M.O. Konopyauna

KazaHckas rocygapcTBeHHas MeauumHcKkas akaaemms

New early non-invasive biomarkers for acute kidney injury in critically ill full-term neonatal
infants

M.A. Daminova, A.1. Safina, M.O. Koporulina

Kazan State Medical Academy

HoBopoxk/iennbie 1eTH B KPUTHYECKHX COCTOSIHMSIX MMEIOT BbICOKMIA PUCK PA3BUTHUSI OCTPOro noBpexaenus novek. Lleab uccieno-
BAHMS: OEHKA KJIMHUKO-INATHOCTHYECKOTO 3HAYEHNS YPOBHS JIMMOKAIMHA-2, aCCONMUPOBAHHOTO C HEHTPO(UIbHOI KeJaTHHA30i
(HTAJI), unrepneiikuna-18 (MJI-18) u monekynsi nospexnenns noyku-1 (KMM-1) B Moye B AMATHOCTHKE OCTPOTO NMOBPEKIEHUs
M0Y€eK Y IOHOIIEHHBIX HOBOPOXKIEHHBIX B KPUTHYECKOM COCTOsIHUM. OCHOBHAS rpynna — 86 1OHOIEHHBIX HOBOPOXKIEHHBIX B KPUTH-
yeckux cocrosinusax. Ha ocHOBaHMH yPOBHS KpeaTHHUHA KPOBY B BO3pacTe He paHee 2 /iHell Ku3Hu Boiaewm 1-10 moarpynmy (n=12;
KpeatunuH >1,5 mr/nm) u 2-10 noarpynny (n=74; kpeatunun <1,5 mr/mi). Ipynny KOHTpoJIsI cOCTABIIM 26 30POBBIX TOHOUIEHHBIX
HOBOPOXKIEHHBIX. YacToTa 0CTPOro moBpeieHus movek cocraswia 14%. KinHuYecKUM MPU3HAKOM €ro Pa3sBUTHS SIBIJICH AUype3
menee 1,5 ma/kr/4 (p<0,001). Conepxanne HIAJI B Mmoue B 1-ii moarpynmne Ha 3—5-ii ieHb KU3HH ObLIO B 2 pa3a Bblllle, YeM BO 2-ii
noarpynne, K 10—14 qusm Ku3HH HA0IIOIAI0CH CHIZKEHHE 3TOro nokasarteJis B 1,5 pa3a, HO OTHOCHTEJIBHO IPYNIbI KOHTPOJIS OH OCTa-
BAJICS HA JIOCTOBEPHO BbICOKOM ypoBHe. Conepxkanne KIIM-1 B Moue B 1-it noarpynmne Ha 3—5-ii ieHb 2KU3HHU ObLIO B 3 pa3a Bblilie, 4eM
BO 2-ii moarpynme, K 18—21-my aHIo 2KU3HM HA0JII0AAJIOCH YBeIMueHne pasHuibl 10 7 pa3 (p<0,01). Conepxkanue NJI-18 B moue B 1-ii
nonrpynmne Ha 3—5-ii 1eHb XKU3HU ObLIO B 2 pa3a Bbllle, YeM BO 2-ii moarpynne, K 18—21-My JHI0 XKU3HH Pa3HULIA OCTABAIACH HA TOM
ke yposHe (p<0,05). Onpenenenue B Moue yposus HIAJI, NJI-18 u KMM-1 pekomenayercs isi paHHeil HeMHBA3WBHOI IMATHOCTHUKH
0CTPOrO NMOBPEK/IEHNS N0YEK Y JTOHOUIEHHBIX HOBOPOXKIEHHBIX B KpuTHueckux coctostiusax. HIAJI u KUM-1 B Moue — MapKepbl He-
OaaronpusiTHOrO Ucxona, a NJI-18 — Mapkep arpeccuBHOro He()pOTOKCHYECKOTO BO3EHCTBHS IPOBOIMMON TepPaUH.

Karoueesvte caosa: Hosoposcoennvle, Kpumu1eckoe coCmosiHue, 0cmpoe nogpejcoeHue no1eK, acCoOUUUPOBAHHbLI ¢ HellmpopUAbHOL
acenamunazoii aunokanun-2 (HIAJN), unmepaeikun-18 (UJI-18), monexynvt nospexcoenus: nouxu-1 (KUM-1).

Critically ill neonates are at high risk for acute kidney injury (AKI). Objective: to estimate the clinical and diagnostic value of uri-
nary neutrophil gelatinase-associated lipocalin (NGAL) 2, interleukin-18 (IL-18), and kidney injury molecule-1 (KIM-1) levels in
diagnosing AKI in critically ill full-term newborn infants. Subjects and methods. A study group consisted of 86 critically ill full-term
neonates who were divided into 2 subgroups according to their blood creatinine levels at the age of less than 2 days of life: 1) creati-
nine >1,5 mg/dl (»=12) and 2) creatinine <1,5 mg/dl (n=74). A control group included 26 healthy full-term newborns. Results. The
incidence of AKI was 14%. Its clinical sign was urine output less than 1,5 ml/kg/h (p<0,001). On days 3—5 oflife, Subgroup 1 showed
urinary NGAL values that were twice higher than those in Subgroup 2; on days 10—14, there was a 1,5-fold decrease in this indica-
tor, but it remained at a rather high level in the control group. On days 3—5 of life, the levels of urinary KIM-1 were thrice higher in
Subgroup 1 than those in Subgroup 2; on days 18—21, the difference between them was almost 7 times higher (p<0,01). On days 3—5
of life, Subgroup 1 displayed urinary IL-18 values that were twice higher than those in Subgroup 2; on days 18—21, the difference
remained at the same level (p<0,05). Conclusion. Determination of urinary NGAL, IL-18, and KIM-1 levels is recommended for
the early non-invasive diagnosis of AKI in critically ill full-term neonates. Urinary NGAL and KIM-1 are markers of poor outcomes;
IL-18 is a marker of the aggressive nephrotoxicity of the therapy performed.

Key words: newborn infants, critical condition, acute kidney injury, neutrophil gelatinase-associated lipocalin 2, interleukin- 18, kidney
injury molecule- 1.

BHaCTomuee BpeMsl aKTyaJlbHbl MPOOJIEMbl MepuHa-
TajabHOU Hedposoruu. bonbIIMHCTBO UccienoBare-
JIel MoJIararoT, YTO UMEHHO BO3IEMCTBUE MOBPEXXIAIOIINX
(hakTOPOB B paHHME 3TAMbl OHTOTEHEe3a — MpeHaTaIbHbII
U HEOHaTaJIbHBIN, TpEACTaBIsIeT Hauboyiee BBICOKUIA
PUCK ISl 3M0pOBbsl M pa3BUTHs denoBeka [1—4]. Jlroboe
MMaTOJOTMYECKOe COCTOSIHUE TMEepUHATaJbHOTO Tieproa,
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TOKCUYECKOE BO3JEWCTBHE JIEKAPCTBEHHBIX Mpernapa-
TOB OKa3bIBalOT BiaMsHUE Ha To4ku [3]. OcobeHHOCTH
OpraHM3Ma HOBOPOXIEHHOTO CITOCOOCTBYIOT OBICTPOMY
MPOTPECCUPOBAHUIO TTATOJIOTMUECKOTO Tpoliecca ¢ hop-
MHMPOBaHUEM HEKPOTMUECKUX M CKIEPOTUYECKUX M3Me-
HEHUI B ITOYEYHOI TKaH! [5].

Kpome Toro, ciemnyeT y9uThIBaTh, YTO y JOCTATOYHO
GOJIBIIOTO TTPOIIEHTAa HOBOPOXKIEHHBIX Pa3BUBAIOTCS TaK
Ha3bIBaeMbIe TTOTPAaHUYHBIE WU TIEPEXOTHBIE COCTOSTHUS,
CBSI3aHHBIE C BO3IEWCTBHEM psiaa HEOJArONPUSTHBIX
dakTopoB Ha ellle He3peyio mouky. Hampumep, TpaH3u-
TOpHAsT OJIUTYPUST HOBOPOKAEHHBIX BO3HUKAET B CBSI3U
C HEeZIOCTATOYHBIM MOCTYTUIEHUEM JXUIKOCTH B OPTaHU3M
U CO CTAaHOBJICHUEM JIAKTALIMKU Y MaTepU. DTO COCTOSTHHE
BCTpeYaeTcs B MepBhIe 3 THS XXU3HU MPAKTUIECKU Y BCeX
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,ZIamuHoea M.A. u coaém. HoBbie PaHHUE HEMHBA3UBHBIC 6I/IOMapKCpr OCTPOI0 IMMOBPEXKACHNA IMOYEK Y JOHOLIEHHBIX HOBOPOXICHHBIX...

3I0POBBIX HOBOPOXIEHHBIX. B OOJBIIMHCTBE ciydyaeB
TepeXoIHbIe COCTOSTHUSI KYMUPYIOTCS K KOHILYy paHHEero
HeOoHaTaJbHOTO Tieproaa (Ha 6—7-e cyTku Xu3uu). Of-
HaKoO TIpU YCUJICHUM BO3IECUCTBUS HEOJATONPUSTHBIX
(hakTOPOB WM TIPU Pa3BUTUN COMATUIECKOM MATOJOTUN
y pebeHKa TTPOMCXOIUT CPBIB KOMITEHCATOPHBIX MEXaHM3-
MOB HOBOPOXXIEHHOTO 1 Ha (DOHE MOTPAHUIHBIX COCTOSI-
HUI pa3BuBaeTcst HeponaTus [6, 7]. Bece morpaHndHbIe
WY TIEPEXOIHBIE COCTOSTHUSI Y HOBOPOXICHHBIX JeTei
MpU HEOIATOTIPUSATHBIX YCIOBUSX MOTYT CIYKUTh OCHO-
Boli (opmupoBaHus 3abojeBanmii. [Ilpm coxpaHeHuun
Y HOBOPOXJIEHHBIX JIeTel cTapiiie 7-THEBHOTO BOo3pacTa
MPU3HAKOB TEPEXOIHBIX COCTOSTHWI CO CTOPOHBI MO-
YeBBIIEJUTEIBHON CUCTEMBI UX HEOOXOAWMO OTHOCUTH
K TTaToJiornyeckum |[8].

CrieryeT OTMETHUTh, YTO Y HOBOPOXKIECHHBIX IETe cTa-
JIM Yalle BCTpevyaThCs JIaTeHTHBIE (POPMBI HedpOoIaTHii,
KOTOpPBIE TTO3MHO AUATHOCTUPYIOTCS M BBI3BIBAIOT (HOp-
MUpPOBaHUE XPOHUYECKOI 00JIE3HU TTOYEK YK€ B MJIaJIeH-
yecTBe. OTCYTCTBUE CIENM(UUHBIX KIMHUIECKUX TTPO-
SIBJICHUI W HU3Kasg WHMOPMATUBHOCTh CYIIECTBYIOIINX
METOM0B 00C/IeIOBAaHUSI HOBOPOXKIEHHBIX AeTel 3aTpy/-
HSIIOT CBOEBPEMEHHYIO TMAarHOCTUKY TOYEYHOM IMaTojI0-
TMA B HEOHATAJbHOM TMEPUO/IEC U MOCIEIYIONIN BHIOOD
ONTUMaJIbHOM Tepanuu [9].

OcTpoe  TIOBpeXIeHHWEe TIoYeK  OIpeaesseTcs
KaK CJIOXHBIN MOJUITUOJOTUIECKUI CUHIPOM, KOTO-
pBIi KJIMHWYECKU XapaKTepu3yeTcsl OBICTPBIM Hapa-
CTaHWEeM KOHIEHTpallMd KpeaTWHWHA: OT HeCKOJBbKO
MOBBIIIEHHBIX 3HAYeHUI 10 COOCTBEHHO OCTPOM ITO-
yeyHoii HemoctaTtouHoctu [10]. Bomee TouHO oOCT-
poe TIOBpeXAeHWEe IMOoYeK OoTpenessieTcss Kak pe3koe,
Ha TIPOTSKeHUU MeHee 48 4 HapacTaHUe COAepPXKaHMS
KpeaTMHWHA KpoBU OoJiee yeM B 1,5 pa3a 1mo cpaBHe-
HUIO C KICXOAHBIM YPOBHEM; WJIH e TTOBBILIEHNE YPOB-
Hs KpeaTMHUHA KpoBu Ha 0,3 Mr/mi u 6osiee B TeueHUe
48 4; u/unu oObEKTUBHO OTMEUYEHHas! OJUTYpuUsl (CHU-
JKeHUe AIuype3a 1o 3HauyeHuit MeHee 0,5 MJ1/Kr/4 3a 6 1)
[9, 10]. OcTpoe moBpexaeHuEe TTOUeK XapaKTepu3yeTcs
OCTPBIM HapylleHWeM BceX (PYHKIMI opraHa, BBI3bI-
BaIOIIMM TSIKEJIble pacCTPOMCTBAa roMeocTasa: a3oTe-
MUIO, alua03, JEKTPOJUTHBINA mucOajgaHC, Hapylle-
HUE BBIBeACHMS KXKUAKOCTH. OCHOBHBIE KIMHWYECKUE
MPU3HAKKU TaTOJOTUM — pPe3Koe CHUXeHue obbema
MOYHM, TTOBBIIIIECHUE YPOBHS KpeaTUHWHA (MTOBBILIEHUE
YPOBHSI MOUEBMHBI TIpucoenuHsercs nosxe) [10].

HoBoposkaeHHBIe TeTH, HaXOISIIECS B YCIOBUSIX OT-
JeJIeHUsI peaHUMallK, UMEIOT 00Jiee BBICOKMI PUCK pa3-
BUTHSI OCTPOTO TIOBPEXKICHUS TTOYEK B CBSA3U C aHATOMO-
(r3MONIOrMYecKoil He3peJOCThIO; PAHHUM BO3ICCTBUEM
He(POTOKCUYHBIX TIPENapaToB; HAJTUYMEM COITYTCTBYIO-
X COCTOSTHUI, TAKWX KaK TUTTIOKCHSI, OTKPBITBIN apTepu-
aJIbHBIN TPOTOK, MaccuBHasi uHdekuus, JIBC-cunnpom,
moK [7, 11—16]. YpoBeHb 3a6071eBA€MOCTH HOBOPOXKICH-
HBIX OCTPBIM TTOBPEXIEHHEM ITOYeK B Pa3BUBAIOLINXCS
crpaHax coctasisteT 3,9 Ha 1000 XXuBOpoXIeHHBIX |3, 5].
Yacrora BcTpeuyaeMocTy 3a0o0sieBaHUS Yy JeTeil, Haxomis-

IIMXCSl B OTIEJICHUU peaHUMalluM U MHTEHCUBHOM Tepa-
nuu HoBopoxaeHHbIX (OPUTH), no manneim F. Plotz
u coaBT. (2008), xonebnetcst ot 8 mo 22% [17]. Takxke u3-
BECTHO, YTO JIETU, KOTOPbIE B HEOHATAIILHOM TIEPUOIE TIe-
PEHOCSIT OCTPOE MOBPEXIECHUE TTOUYEK, HAXOMSITCS B TPYTITEe
pucKa TOCIEIYIONIeT0 Pa3BUTUSI XPOHUYECKON OOJIE3HU
TMoYeK U TurepToHndeckoit obone3nu [18]. [o manHbIM S.
Andreoli (2004), cMepTHOCTb HOBOPOXKJIEHHBIX IO TIPH-
yuHe ocTporo nospexaeHus mouek B OPUTH naxonurcst
B nuanasoHe 10—61% [12].

B 85% ciydaeB ocTpoe MoBpekIeHNEe TTOYeK 00YCIOB-
JIEHO TIpepeHajbHbIMU MpUUMHaMu, B 12% — mnopaxe-
HUEM TIOUEYHON MapeHXUMBI (peHaJbHbIE MPUYUHBI),
B 3% — XUpPYpPTUYECKOM TMaToyiorneil (mocTpeHaIbHbIe
npuuurHbl). TakKe cpeay MPUYMH pa3BUTHUSI OCTPOTO T0-
BpEXIEHUST TIoYeK oOpaiiiaer Ha ceOsi BHUMaHUE POJib
HEKOTOpPBIX TIpernaparoB, IIMPOKO MPUMEHSIEMBIX B CO-
BPEMEHHOI HEOHATOJIOTMU, — HECTEPOMIHBIX MPOTUBO-
BOCTIAJIUTEIbHBIX CPEICTB, aMUHOTJIMKO3UIOB, (hypoce-
muna, sHanamnpwnia [9, 19].

Ilo maHHBIM aBTOPOB, HIIEMUYECKU-TUTTOKCUYEC-
CKOE€ TIOBpeXXJIeHHWE TOJOBHOTO MO3Ta SIBJISIETCS OJHOM
M3 CaMbIX OCHOBHBIX TMPUYMH HEOHATaJbHOTO OCT-
pOro MOBpPEXJAEHUS TOYeK: Ha €ro J0JI0 MPUXOAUT-
¢ 30—40% cnyvaeB ykazaHHoU martojoruu [20—22].
Takxe B HEKOTOPBIX MCCIEAOBAHUSIX OBLIO BBISIBJIEHO,
YTO OlleHKa pedeHKa Mo I1Kajge Amrap rnpu poxaecHUU
MeHee 6 0alNIOB MMeeT MPSIMYI0 KOppEeJsInIo C yBe-
JIMYeHneM 3a00JIeBAEMOCTU OCTPBIM TMOBPEXIEHUEM
noyek. B aToit rpyrire GOJbHBIX OCTPOE MOBPEXKIACHUE
MOYeK SBJSLIOCh OCHOBHOW TPUYMHON JJIUTEIbHOM
TOCTIMTAIU3aluN U cMepTH [23, 24].

TIpakTnyeck Bce HOBOPOXKIEHHBIC C MEpPUHATAIb-
HBIM WIIEMUYECKMM U TUIOKCUYECKUM TIOpakeHUeM
TOJIOBHOTO MO3Ta HYXIAIOTCSl B UCKYCCTBEHHOI BEHTH-
Jsauu gerkux (MBJI), a 910, Kak ObLIO MOATBEPXKIEHO
HECKOJIbKUMM UCCJIEIOBAHUSIMU, CBSA3aHO C 17-KpaTHBIM
YBEJIMYEHUEM CMEPTHOCTM HOBOPOXIEHHBIX C OCTPBHIM
noBpexaeHueM nouek [20, 21]. M. Karlowicz (1995) u J.
Perlman (1988) oOHapyxXwiu, 4TO TMOpPaKEHHE MOYeK
rnocJjie MepuHaTaJIbHON TMITOKCUU WMEET MpPSIMYyI0 KOp-
PENISILIMIO C TSKECThIO OTAAJIEHHOTO HEBPOJIOTHYECKOTO
ncxoma [25, 26]. Ha cMepTHOCTh 1 3a00/1€BaeMOCTb HO-
BOPOKJIEHHBIX C OCTPBIM TTOBPEXICHUEM TTOYEK TaKXKe
BJIMSIET HAJTMYME TIOJIMOPTAHHOI HEIOCTAaTOYHOCTU U TIpU
onurypuu [27].

g AMarHoCTUKM OCTPOTO TIOBPEXICHUS TTOYeK
B KJIMHUKAaxX OOBIYHO MCIOJIb3YIOT OTpe/esieHue YpOB-
HSI KpeaTMHWHA CHIBOPOTKU JUISI OLEHKU KJIyOOUKOBO
(GYHKIIMU BCKOPE TTOCE POXKICHUS, a TaKXKe U3MEepeHHe
ypoBHS nuype3a. C MpakTUYeCKOW TOYKHW 3pEeHUs] OYEHb
CJIOXKHO WMETb TIPEACTaBJICHUE O TOYHOM KOJIMYECTBE
BBIJIEJICHHON MOYM, TaK KaK He BCeraa y HOBOPOXIIEH-
HBIX B YCJIOBUSIX peaHUMAIIMU UCTIOb3YeTCsI MOYEBOM Ka-
terep. Kak n3BecTHO, martojiornyeckasi OJIMrypusi — 3TO
TaKoe COCTOSIHWE, TIPU KOTOPOM B TIEPBbIE 2 CYT XU3HU
BoIessieTcst MeHee 0,5 Mi1/Kr/4 MouH, a 10 KoHlia 1-i He-
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nenv XXu3Hu — MeHee 1 mi/kr/y4 [8, 9, 14, 28]. Ho J. Jetton
u D. Askenazi (2012) yTBepkaoT, UTO 1Uype3 Y HOBOPO-
xxaeHHoro < 0,5 MJI/KT/4 SBJISIETCST HETyBCTBUTEIBHBIM
KpUTEpHEM OCTPOTO MOBPEXKIACHMS TTOUYEK, TaK KaK y 3TOM
KaTeTopMy TallMeHTOB 3abojeBaHne B 60% ciydaeB sIiB-
JISIETCS HeOTUrypuyeckKuM. nypes HoBopoxaeHHoro <1
MJI/KT/4 aBTOPBI PEKOMEHIYIOT paclieHUBaTh KaK CKJIOH-
HOCTb K oiurypuu [14]. B ontHOM 13 mociaenHux 0030poB
Z. Ricci (2013) u coaBT. NPeATOXKWIA CYUTATh TUYPE3
Y HOBOPOXKJEHHBIX HOPMaJIbHBIM TOJIBKO TOTJa, KOTaa
oH BbIlIe 1,5 Mi/kr/4 [29].

YpoBeHb KpeaTMHWHA CBHIBOPOTKU TaKXKe SIBJISIETCS
MaJIOMH(MOPMAaTUBHBIM MapKepoM (PYHKIIMU TTOYEK Y HO-
BOPOXIIEHHBIX, TTOCKOJIBKY B TeYeHME HECKOJIbKUX ITHEMN
rmocJie poXIeHWsI 3TOT ToKaszaTelb Yy JAeTell OTpaxaer
dynkumo movyek matepu. CremoBarebHO, TOBBIIIEH-
HbII YPOBEHb CHIBOPOTOUYHOTO KpeaTMHMHA He MH(Op-
MaTHBEH HM B OTHOIIIEHWY TOYHOTO BpEMEHU, KOTaa Ha-
CTyMaeT OCTPOe TMOBPEXACHUE TTOYEeK, HU B OTHOIIEHUU
TSKECTU KJIyOOYKOBOTO WJIM KaHAJIbIIEBOTO MOPaXKeHMSI.
Kak noka3pIBatoT MHOTOUYMCJIEHHBIE UCCIEA0BaHMSI, BbI-
COKHWi1 ypOBEHb ChIBOPOTOYHOIO KpeaTMHWHA HeCreln-
(ryeH 11 MOBpEXAEHUS MOYEK — ero YPOBeHb MOXET
BapbMpOBaTh B IIMPOKOM JUANa3oHe B 3aBUCUMOCTHU
OT MHOTHX HE PeHaJIbHBIX (paKTOpOB (BO3pACT, TOJ, MbI-
1IeYHast Macca, cratyc ooe3BoxxuBaHus u ip.) [27, 28, 30].
Kpome aroro, 10 50% peHanbHbIX (GYHKLIWIT MOKET OBITh
yTpadeHo ellle 10 MOBBIIIECHMS CofepKaHUsI KpeaTHHWHA.
To ecTb ypoBeHb KpeaTUHUHA He OoTpaxaeT (hyHKIINU T10-
YeK JI0 TOTO MOMEHTa, TT0Ka He YCTAaHOBUTCS MaTOJIOTH -
YecKOoe COCTOSIHUE, — uyepe3 2—3 THS TTocye HACTYTIIEHUS
OCTpOTO MOBpeXIeHus nouek [21, 24—27].

B urtore moxem yTBepXmaTh, YTO TaKue Iapame-
Tpbl, KaK ypOBeHb KpeaTWHMHA M YPOBEHb Juypesa,
He SIBJSIIOTCS HM YYBCTBUTEIbHBIMU, HU CIEeIU(pUI-
HBIMM B JMArHOCTUKE OCTPOTO TOBPEXICHUS TOYEK
B paHHEM HeoHaTajibHOM nepuone. OHU, Kak NpaBUIIo,
MPEACTaBISAI0T co00# TMokKazareau (PyHKIIMOHAIbLHOTO
HapylIeHUs, a He SBJSIOTCS MCTUHHBIMUA MapKepaMu
MOBpPEXIEeHUs Movyek. Bce 3TO MOMKHO YyUYMTHIBATHCS
MpU KJIWHUKO-71a00paTOPHOUN OLIEHKE COCTOSIHUS T10-
YyeK y HOBOPOXIEeHHBbIX. 3yueHune conep)kaHusi B Moue
TaKMX COBPEMEHHBIX HEWHBA3WBHBIX OMOMapKepoB,
KaK acCOLMMPOBAaHHBIN ¢ HEUTPOGDUIbHON XeJlaTuHa-
301t ntunokanuH-2 (HITAJT), unrepneiikun-18 (MUJI-18)
u MoJiekyJia noppexaeHus nouek-1 (KMUM-1), sasusert-
cs1 0COOEHHO aKTyaJbHBIM, MTOCKOJILKY UX OTIpeieJIeHIE
MO3BOJIUT B CaMble paHHUE CPOKM JMarHOCTUPOBATh
OCTpO€ TTOBPEXAEHNE MOYeK U CBOEBPEMEHHO MpUMe-
HUTb JiedyeOHble U pPeaOMIUTAllMOHHBIE MEPOTIPUSITUS
MO0 TPEeayNpexXIeHUI0 XPOHU3ALMU TaTOJOTUYECKOTO
nponecca [27, 31-33].

B cBsI3u ¢ 9TUM 11e/1bIO HAIIIETO UCCIIEOBAHUS SIBU-
Jlach OlleHKa KJIMHMKO-AMArHOCTUYECKOro 3HauYeHUs
ypoBHst HTAJI, NJI-18 u KUM-1 B Mo4e B TarHOCTUKE
OCTPOTO TIOBPEXIEHUS TIOUYEK Y JOHOIIEHHBIX HOBOPO-
SKIEHHBIX B KpUTUIECKUX COCTOSTHUSIX.

XapaktepucTtuka petei u MeToabl UCCNeA0BaHUS

ITpoBeneHo mpocrnekKTHBHOE OOCEpBAallMOHHOE WC-
cliefloBaHUE THUIA ClIydyail — KOHTPOJIb y JOHOIIEHHbBIX
HOBOPOXJEHHBIX [eTel, HaXOAMBIIUXCS Ha JICYSHUU
B OPUTH Jlerckoii roponckoii 6oapHuLbI Nol Kazanu
U B OTIEJICHUU aHECTE3UOJIOTUY U peaHUMaluu ISl HO-
BopokaeHHbIX No3 JleTckoll pecnyOJIMKaHCKOW KJIMHM-
yeckoit 6onbHUILI B 2011-2014 .

B uccrnenoBanve ObUTM BKITIOYEHBI 86 TOHOIIEHHBIX
HOBOPOXJEHHBIX B KPUTUYECKOM COCTOSTHUM, TOCITUTA-
JIM3UPOBAHHBIX B OT/AEJIIEHNE peaHUMAalluM U UWHTEHCUB-
HOM Tepanuy B TiepBble THU XKU3HU (OCHOBHAS TPyMIIa).
Kpurepuu nckioueHus 13 OCHOBHOM TPYIIIbI: Hecoria-
cve ponuTesiell Ha yvyacTue pebeHKa B MCCIeOBaHUM;
recTallMOHHBIN BO3pacT MeHee 37 Hell; HECOOTBETCTBHUE
Macchl TIpU POXIEHUW TeCTAallMOHHOMY BO3pacTy; BpO-
JKIEHHBIE TIOPOKU Pa3BUTHUsI OPTaHOB MOYEBOI CUCTEMBI;
BBISIBJICHHBIE XDOMOCOMHBIE aHOMAJIMU WJIW TO03PEHNE
Ha UX HaJIMuue; MHPEKIIM OPraHOB MOUYEBOI CUCTEMBI;
HaJIMuue TeHepaJIn30BaHHON MHGEKIIMU (Cercuc).

OCHOBHBIM KPUTEPUEM OCTPOTO MOBPEXKAECHMS MMOYEK
Y HOBOPOXACHHBIX, COTJIACHO HEOHATaJIbHON KJIacCu-
dukanuu AKIN (2011), saBasieTcst ypoBeHb KpeaTUHUHA
> 1,5 mr/nn B Bo3pacte He paHee 48 4 Tocje poXaeHus.
Tak, B OCHOBHOI1 rpyririe, B COOTBETCTBUH C KiaccuuKa-
e 66U chOPMUPOBAHBI IBE MOATPYTITIH:

1-s1 moarpynmna («oCTpoe MOBPEXAEHUE MOUYEK +») —
12 NOHOIIEHHBIX HOBOPOXIEHHBIX B KPUTUYECKOM CO-
CTOSTHUM C YPOBHEM KpeaTUHWHA ChIBOPOTKU KpoBHU > 1,5
MT/IIJ1 B BO3pacTe He paHee 48 4 1ocjie poXIeHusl, YTO CO-
ctaBuiio 14% OT unciia TOHOIIEHHBIX HOBOPOXKICHHBIX,
Haxonusiuxcs B OPUTH;

2-51 moarpymnna («oCTpoe MOBPEXIEHUE MOYeK —») —
74 NOHOIIEHHBIX HOBOPOXIEHHBIX B KPUTUUECKOM CO-
CTOSTHUM C YPOBHEM KpeaTHHWHA ChIBOPOTKU KpoBu <1,5
MT/IJ1 B BO3pacTe He paHee 48 4 1mocie poxXIeHus .

Tpynny KoHTpoOJIsI, C(POPMUPOBAHHYIO METOIOM CIIy-
YaifHOI BEIOOPKU, COCTABWIIA 26 COMAaTUYECKU 3M0POBbIX
JIOHOIIIEHHBIX HOBOPOXKIEHHBIX peOeHKa.

Ol1leHKa COCTOSTHUS 3I0POBbSI JIeTeil BKiItO4ana coop
aHaMHe3a, aHajM3 MEIMIIMHCKOW JOKYMEHTAlluu U pe-
3yJIBTATOB 00CJIEJ0BAHMSI, KOTOPOE TPOBOAUIOCH COTJIAC-
HO CcTaHgapTaM OKa3aHUs MEIWIIMHCKOW MMOMOIIM HO-
BopoxkneHHbiIM B OPUTH. B pabore anHanusupoBaiuch
KJIMHWYEeCKHe, (PYHKIIMOHAJIbHBIE M OUOXMMUYECKHE
METO/Ibl MCCIIEIOBAHUS: OOIIUI aHAJIU3 MOYU, OMOXUMM -
YecKMi aHalu3 MOYM, KIMHUYECKUN N OMOXUMUYECKUIA
aHaJIM3bl KPOBU, KUCJIOTHO-OCHOBHOE COCTOSIHUE KPOBHU,
JNaHHbIEe yJabTpa3BykKoBoro uccienoBaHus (Y3U) mouek
C OLICHKOI MOP(MOMETPUUECKUX XapaKTePUCTUK U U3ME-
peHMeM KPOBOTOKA, TaHHbIE 3XoKapauorpaduu, Heipo-
coHorpaduu B Havasie TOCTIMTAIN3allMY 1 B 3aBEPIICHUN
HaxXOXIIeHUs pedeHKa B YCIIOBUSIX CTallMOHapa.

JAMarHOCTUKY OCTPOTO TIOBPEXIACHMSI TIOUYEeK y HO-
BOPOXKJIEHHBIX OCYIIECTBIISIA B AUMHAMUKE TPEXKPATHO:
Ha 3-5, 10—14 n 18—21-11 nau xxu3Hu. B 3t mHU omipene-
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,ZIamuHoea M.A. u coaém. HoBbie PaHHUE HEMHBA3UBHBIC 6I/IOMapKCpr OCTPOI0 IMMOBPEXKACHNA IMOYEK Y JOHOLIEHHBIX HOBOPOXICHHBIX...

JISUTW YPOBEHBb KpeaTMHWHA U MOYEBUHBI B KPOBM, Kpea-
TUHUHA B Move. Kpome 3TOro, olleHMBaIM MOKa3aTeIn
CYTOYHOTO W MOYacOBOTO Auype3a (MJ/Kr/4). Bennuuny
ype3a OTPEeIISUTA TTyTeM MPSIMOTO U3MepeHUs 00beMa
MOYM B Te4eHUe | 9 U B TEUEHHE CYTOK.

DYHKIIMOHATBLHOE COCTOSTHUE TOYEK OLIEHWBAJIOCh
Ha OCHOBaHWM JAHHBIX OTpee/IeHUs B IJIa3Me U B MOYe
KOHIIEHTpallMM KpeaTHHWHA. PacueT ckopocTn Kiyood-
koBoit ¢punbrpaunu (CK®) npoBoawiu mo Moauuimr-
poBaHHOI1 popmyse LIBapuia:

CK® (mn/mun/1,73 m?) = 0,45-mmuHa Tena B cMm/
KpEeaTWHWH TIJIa3Mbl B MT/[IT.

IMapanneabHO ¢ OOIIENMPUHITEIMUA METOAAMU OLIEH-
KA (QYHKIUU TTOYEK C TTOMOIIbI0O MMMYHO(MEPMEHTHO-
TO aHaju3a OMpEeNe/IsiIi B MOYe OGMOMapKephl OCTPOTO
nospexaeHus nouek: HTAJI, KUM-1 u WUJI-18. Uc-
cleoBaHMUST TIpoBOAMINCH B LleHTpasbHON HaAyIHO-
uccaenonsaresibckoit adboparopun 'bOY AI1O KI'MA
MunsznapaBa Poccun.

CTaTUCTUYECKUIT aHATU3 OCYIIECTBIISIICS C UCITOJTb-
3oBaHueM nporpamM IBM SPSS Statistics 20 u Micro-
soft Office Excel 2007. MaTepuasbl nccienoBaHus ObLIN
MOJABEPTHYTHI CTATUCTUYECKON 00pabOTKEe C MCMOJIb30-
BaHWEM METOIOB MapaMeTpPUYeCKOro W HermapameTpu-
yecKkoro aHanm3oB. Kaxkmas M3 cpaBHMBaeMbIX COBO-
KYITHOCTE! OlLleHWBalach Ha MpPeIMeT COOTBETCTBUS ee
pacripeie/ieHUsI 3aKOHY HOPMaJIbHOTO pacIpefe/eH s,
IUIST TOTO Mcnoab3oBajcsa kputepuii Illanmmpo—Yunka
(ripu umcie obcnenyeMbix MeHee 60) u kputepuit Koo-
moropoBa—CmupHoBa (Tipu yucie obciieayeMbix OoJiee
60). B cimygae moaTBepKIeHHOTO HOPMAaJIbHOTO paciipe-
NeJIEHUS COBOKYITHOCTE! COCOOOM OLIEHKM CTaTUCTH-
YeCKOM 3HAYMMOCTHM Pa3IMUMi MEXKIy HUMU CITYKUIT
t-xkputepuii CtbiomeHTa. Pasznmmums mokasarteneil cum-
TaCh CTATUCTUYECKU 3HAYMMBIMK TTPU YPOBHE 3HAYM -
moctu p<0,05. B cinyuasix, Korma pacrnpeaeieHue XoTs
ObI OTHOM M3 COBOKYIMHOCTEW HE SIBJISIOCH HOPMalb-
HBIM, JIJII CpaBHEHUs MCITOJb30BAJIMCh METOIBI Hema-
paMeTpu4ecKoro aHaiau3a ¢ mpuMmeHeHueM U-Kputepust
Manna—YutHu. Korma ynciio oxxunaeMbix HaO01eHU T
B JTI0001 U3 siYeeK YEThIPEXITOJBbHOMN TaOIUIILI OBIIIO Me-
Hee 10, 11 OLIEHKM YPOBHSI 3HAYMMOCTH Pa3TUINid KC-
MOJIb30BAJICST TOUHBIN KpuTepuit Gumepa. [ToayueHHoe
3HayeHue TouHoro Kputepusi Pumepa p>0,05 cBume-
TEJbCTBOBAJIO 00 OTCYTCTBUM CTATUCTUYECKU 3HAUMMBIX
paznuuuii, 3HaueHue p<0,05 — 06 UX HATMYNU.

Pe3ynbTathl U 06CyXaeHue

Bce nmetw pomuiauch JOHOIIEHHBIMHM Ha CpOKe
37—40 wHenm recranmoHHOro Bo3pacta. CpemHsist Mac-
ca Teja TIPU POXIEHUU B OCHOBHOM TpYIIE COCTaBU-
na 3430,58436,38 r, mmHa — 53,79+0,3 cM, B rpymre
cpaBHeHus 3356,54%+45,09 r u 52,69%+0,26 ¢cM cooTBET-
CTBEHHO. AHAJIN3 pacrpeaesieHus AeTeil 10 TIoJTy U Mac-
ce TIoKa3aJl, 4YTO MEXTPYMIOBbIe Pa3INdMsl ObUTM CTaTH-
cThYecku He3HauuMbl (p>0,05). Bcem neTsiMm oCHOBHOM
TPYIIbLI OKa3bIBaJlaCh TMEpBMYHAs W peaHUMallMOHHAsT

TTOMOIIIb B POIUIILHOM 3aJie C TTOCIIEAYIONUM TIePEBOIOM
ux B 1—2-e cyrku xxu3uu B OPUTH u nanpHeiimm neve-
HUEM B OTIEJIEHUH MTaTOJIOTMU HOBOPOXKICHHBIX.

JTUTEeTbHOCTh  TOCTIMTAIM3ALMU  HOBOPOXKICHHBIX
u3 ocHoBHoii rpynnbl B OPUTH B cpenHem cocraBuia
5,91+0,44 cyT, B OTIEJEHUHN MaTOJOTUU HOBOPOXIEHHBIX
(ocTpast TOYeYHasT HEIOCTaTOYHOCTH, TTOCIIEAYIOTIIHIA
aran BeixaxubaHus) — 11,42+0,51 cyT; HOBOpOXIeHHbIE
13 |- MOATPYIITEI OCHOBHOM IPYMIThI HAXOAWINCH B YCITO-
BUSIX YKa3aHHBIX oTaeneHuin — 7,8311,23 u 13,75+£3,34
CyT COOTBETCTBEHHO; HOBOPOXKAECHHbIE U3 2-i1 MMOATPYTI-
bl OCHOBHOM rpynmbl — 5,58+0,47 (3—30) n 11,04%0,3
(0—47) cyr coorBerctBeHHO. OOIIast JeTaJIbHOCTD
B OCHOBHOI1 rpyrire coctaBwia 2% (n=2), B TIOATPYII-
max — 8% (n=1) u 1% (n=1) COOTBETCTBEHHO (Pa3HOCTh
CTaTUCTUYECKM He3HaumMa). [To maHHBIM TaTojoroaHa-
TOMUYECKOTO WCCIIETOBAHUSI, CMEPTh HOBOPOXKIEHHBIX
HACTyMuIa B CBSI3M ¢ CUHAPOMOM TTOJIMOPTAaHHOMN Helo-
CTaTOYHOCTH.

C 1eblo BBIABICHUS (DaKTOPOB pHUCKA pa3BUTHS
OCTPOTO TMOBPEXIECHUST TTOYeK IMPOBENEH aHalu3 aHTe-
W WHTpPaHATAJIbHOTO aHaMHe3a O00CJIeayeMbIX HOBOPO-
kaeHHBbIX. [Ipn olleHKe aKyIIepCKO-THHEKOJIOTMYEeCKOTO
aHaMHe3a Martepeli B 1-ii moarpyrnre («ocTpoe MoBpexXe-
HUE TT0YeK +») ObLIO YCTAaHOBJIEHO, YTO OCHOBHBIMU OTSI-
TOIIAIIINMU (haKTOopaMU OBUTH TTepeHeCEHHBIE BO BPEMSI
o6epemenHoct OPBU, xpoHnueckue nHpeKIN Moue-
BBIX TIyTell ¢ 00OCTpEeHMEM, yrpo3a TpepbiBaHMsS Oepe-
MEHHOCTH, TIPEXIEBPEMEHHOE OTXOXKICHNE OKOJIOTIION-
HBIX BOJI B pOJIax.

Y 75% HOBOPOXIEHHBIX OCHOBHOI TPYIIITHI OICH-
Ka 1o mKaje Anrap Ha 1-ii MUHYTe XHU3HU Obljla MeHee
5 GajutoB, TipUyeM Bce AeTH B |- ToOArpyrnme poau-
JINCh C OLIEHKO# IO IIKajie Anrap MeHee 5 0ajuioB, T.c.
B ac(UKCUM CpelHeill W TSOKEIOil CTErmeHU TIXKEeCTH.
VY 83% neteit OCHOBHOU TPYIIIBI B paHHEM HEOHATaJlb-
HOM TIepuoJie OTMEYaCh TPOSIBICHUS JIbIXaTeIbHBIX
HapyIlIeHWi, TOTpeboBaBIIIMe MPOBEACHUs pecrupaTop-
HOM TTOAAEPXKKU; AETIM 1-if TIOATPYIITBI CTATUCTUIECKU
yalie, YeM HOBOPOXKIECHHBIM 2-i1 TIOATPYIIITBI, TpeboBa-
soch ripoBeneHue UBJI — B 100 u 79% ciygaeB cooTBeT-
CTBEHHO (p, ,<0,001). [lnurenbHOCTh MPeObIBaHUSA HOBO-
POXIEHHBIX OCHOBHOI rpymibl Ha MUBJI cocraBisiia ot 2
1o 30 cyt, mpyuyeM CpeaHsisl JUTUTEIbHOCTD TpeObIBaHUSI
Ha VBJI HOBOpOXIEHHBIX 1-11 TOATPYIIILI ObIJIa JOCTO-
BEpHO BBIIIE, YeM y HOBOPOXKIECHHBIX 2-i TOATPYITITBI
(4,67£0,55 u 3,444+0,51 cyT COOTBETCTBEHHO).

OTeYHBI CUHAPOM pa3HOIl CTENEeHW BbIpaXKeHHO-
CTU, SIBISIOMINAICS KIMHUYECKUM TIPU3HAKOM Hapylle-
HU QYHKIWI MoYeK, OBUT BBISBIEH y Bcex 86 HOBOPO-
SKIEHHBIX OCHOBHOM TpymITbl. CTaTUCTUYECKU 3HAYNMOIM
pPa3HUIBI B TMPOSIBIEHUSX OTEYHOTO CHHApPOMA B IBYX
MOATPYIITIAX BHISIBIEHO He ObLTO: MacTO3HOCTh JIMIIA Ha-
omomanach B 100 1 97% ciryqaeB COOTBETCTBEHHO, OTEKH
KOHEYHOCTel — B 58 11 53% COOTBETCTBEHHO, OTEKU TYJIO-
Buiia — B 50 1 35% cooTBeTCTBEHHO, O0IIIast OTEYHOCTD —
B 75 1 53% COOTBETCTBEHHO.
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MoueBoii CHHIPOM B BUJIE MPOTEMHYPUH Yallle BCTpe-
vajics B 1-it momrpyrmme (67 n41%, p<0,01). [ToaTroMy HOBO-
POKIEHHBIE, UMEIOIINE TaKK1e TIPOSIBIIEHHSI MOYEBOTO CUH-
JIpoMa, TOJDKHBI OBbITh BKITIOUEHBI B TPYITITY PUCKA PAa3BUTHS
OCTPOTO TIOBPEXKAECHUSI TToYeK. MUKporeMatypusi HabJTio-
nanach Bl-i moarpyrre B 42% (n=5), Bo 2-i1 oArpyre —
B 28% (n=21) ciy4asx, pa3Iuure CTaTUCTUIECKN He3HAY -
Mo. LumuHIpypust B BUIe HAJTMUMS 3¢pHUCTBIX LIMJTMHAPOB
B OOIIEM aHAIM3e MOYM CTATUCTUYECKH Yallle BCTpevyaaach
BO 2-ii MOATPYIIe, YTO CBUAETENILCTBYET 00 OTCYTCTBUU
B3aMMOCBSI3U Pa3BUTHSI OCTPOTO TIOBPEKIEHUST ITOYEK U Ha-
JIMYWS TATUHIPYPUN.

[umokcnyecku-umemmdeckoe nopaxenne LIHC na-
GJII0ANIOCh Y BCEX HOBOPOXKIECHHBIX OCHOBHOW TPYIIIIHI.
IMpuyem uepebpanbHasg WIIEeMUST 3-1 CTETIEHU TsoKe-
CTU CTaTHCTUYECKU Yallle BCTpevasiach B 1-if MOArpyrime
(100%), yem BO 2-i1 (57%; p<0,01), a LepeOpasbHAasT ULIe-
My 1—2-1 cTeneHu Jallle BBISIBJISUIACH BO 2-11 TIOATPYIIITEe
(43%; p<0,01). CtaTCTUYECKM 3HAYMMOI pa3HUIIBI B pa3-
BUTUM aHEMUU, HEOHATAJILHOM XeJITyXd U HeOHATaJIbHOM
IMTHEBMOHUU B 00€MX MTOATPYITITAX BBISIBJIEHO He OBLITO.

Y HOBOPOXKIEHHBIX 1-i1 TOATPYIITBI IUYpe3 Ha TIepBOi
HeJiesie XKU3HU ObL JIOCTOBEPHO HIKE, YeM y JeTeit 2-i
MOATPYIIIBI, HO Oosiee 1 MJI/KT/4, T.e. TIpEBbIIIAI 3HAYE-
HHe, PEKOMEHIOBAHHOE ISl AMarHOCTUKY OJIUTYPUH Y 10~
HOIIEHHBIX HOBOPOXIEHHBIX CO 2—3-X CyT. XXu3HH. [To-
5TOMY TaKO#1 MapaMeTp, Kak nuype3 < 1 MJI/KT/4 He MOXKET
OBITh MCTIOIL30BaH B JMATHOCTHKE OCTPOTO MOBPEXKICHUST
IMOYEK y HOBOPOXIEHHBIX B KPUTUYECKUX COCTOSTHUSIX,
MTOCTOSTHHO HaXOASIIMXCA Ha WHQY3MOHHOM Teparmi.
IIpu TpoBeaeHUM CTaTUCTUYECKOTO aHaIu3a YCTAaHOB-
JIEHO, 4TO OOJBIIYIO CTAaTUCTUYECKYI0  3HAYMMOCTh
(P, ,<0,001) B IMArHOCTMKE OCTPOTO MOBPEXKIEHUSI MOUEK
nMeeT ypoBeHb auypesa <1,5 mi/kr/4 (Tab. 1).

ITpu ananu3ze 1a00paTOPHBIX JAHHBIX OBLJIO BBISIBJICHO
CTaTUCTUYECKU 3HAYMMOE pa3jinuyue MexXay TMOArpyrna-
MM T10 YPOBHIO CBIBOPOTOYHOTO KpeaTuHWHa — B 1-i1 1oj1-
Tpy1ire oH ObLT CTaTUCTUYECKW 3HaUYUMO Bhitie (p<0,01).
Y HOBOPOXKIIEHHBIX ITOI MOATPYIINbI B TEYEHUE BCETO Te-
puoaa HabIoIeHUsT TakKe ObLIY MOBBILLIEHBI TOKA3aTe n
MouYeBUHBI B KpoBH (p<0,05). CK® na 3—5-it u 10—14-
¥ THYU XKU3HU Y AeTeit 1-i moArpymniibl Obljia 10CTOBEPHO
Huxe (p<0,001).

Ilpu aHanu3e 3MEKTPOIUTHBIX U META0OJIMYECKUX
HapyIlIeHU Y TOHOUIEHHBIX HOBOPOXIEHHBIX B KPUTHU-
YECKOM COCTOSIHUM ObLIO YCTAHOBJIEHO, YTO CHUIXEHUE
MapLUMaJbHOTO AaBJICHNS KUCIopoaa MeHee 50 MM. pT. CT.
C OJIMHAKOBOM YaCTOTON BCTPEYasoCh B 00X MOATPYM-
nax, Takke Kak He ObIJIO CTaTUCTUUECKM 3HAYMMOM pas-
HUILBI MEXIy MOATPYNIaMU B YacTOTe TUMEepKaTUeMUN
u rurniokanvemuu. Hapymenue 6anaHca Hatpust (Tumep-
HaTpUEMMSI M TUIIOHATPUEMMSI) CTATUCTUYECKU 4Yallle
BCTpevanoch y 00abHbIX 2-1 moarpymiibl (p<0,05). Moue-
BOI CMHIPOM B BUE MPOTEUHYPUHN M MUKpPOTEMaTypuu
yaiie Habsonancs B 1-i moarpymnme (p<0,01).

ITpu npoBeneHnn axokapauorpacduu y aeteit 1-i momg-
TPYIIIBI Yallle, YeM BO 2-i TTOrpyIIne, BhISIBISIUCH 1e(heKT
MexXTpencepaHoii meperopoaku (17% v 0 cOOTBETCTBEHHO)
W TOTIOJTHUTEbHAS Xopaa JieBoro xemynodka (75 u 34%
cooTBeTcTBeHHO). [To maHHbIM HelipocoHorpaduu, cTaTu-
ctuyecku vaite (p<0,05) y aereit 1-ii moArpymniisl B Hauase
TOCTIUTAIN3AIM1 BCTPEYATMCh MOBBIIIIEHHAs! 9XOT€HHOCTh
MO3TOBOTO BELIECTBA U BHYTPUXKEIYIOUKOBbIE KPOBOM3-
JIUSTHUST pa3HOM CTETNEeHW BBIPAXKEHHOCTH, a B KOHIIE TOC-
MUTATU3AIMU PeXe OTMevalach MOJOXUTENbHAsl TUHA-
muka. [1pu ipoBenenun Y3U modek ¢ gomrieporpadueii
y aeteii 2-il MOATPYIITbI CTATUCTUYECKU Yallle BISIBISUTUCH
MOBBIIIEHUE 3XOTeHHOCTU MapeHXUMbI TOYEK, CHUKEHUE

Tabauya 1. Tloka3aTenan a30TOBbIIENTENbHOI GYHKIMH MOYeK, ypoBHs auype3a 1 CK® y HOBOPOKIEHHbIX, HAXOASMINXCS B KPH-

THYECKOM COCTOSAHUH

IMapameTp 1-a nmonrpynma, n=12  2-s noarpynna, n=74 p
Huype3s, mu/kr/a (M=£m)
1—3-ii TeHb XU3HU 1,21£0,1 2,7£0,11 <0,001
5—7-i1 IeHb XU3HUA 4,0£0,58 5,1+0,18 <0,05
10—14-11 1eHb KU3HU 4,64%0,4 4,6%0,09 >0,05
Inypes, abe. (%)
<1,5 mu/Kr/4 10 (83%) 10 (14%) <0,001
<1,0 mu/KT/9 2 (17%) 1 (1%) >0,05
KpeaTtuHuH cbIBOpOTKH, MT/11 (M=Em)
3—5-1i NeHb KU3HU 1,78+0,06 1,04+0,02 <0,05
10—14-i1 neHb XU3HU 1,06%0,09 0,81%0,02 <0,05
18—23-i1 IeHb XKU3HA 1,02+0,09 0,76%0,07 <0,05
MoueBuHa CBIBOPOTKY, MT/ 1T (M=Em)
3—5-1i IeHb KU3HU 30,53+5,87 20,83+0,73 <0,01
10—14-i1 neHb XU3HU 16,81+2,51 18,84+0,94 <0,05
18—23-i1 meHb KU3HU 14,74+3,13 19,84+2,55 <0,05
CK®, mui/mun/1,73m? (M+m)
3—5-11 ieHb XKU3HU 13,54%0,46 24,04+0,52 <0,001
10—14-i1 neHb XKU3HU 24,13+1,97 31,09%0,68 <0,05
18—23-i1 1eHb XU3HA 24,04+2,21 29,73+1,52 <0,05
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Tab6auya 2. 3navenune crangapTusupoBanHoro ypoBuss HIAJI (B Hr Ha 1 Mr KpeaTHHHHA) B MOY€ Y HOBOPOZKIEHHBIX KOHTPOJILHOIA,
OCHOBHOIA rpynm, 1-ii u 2-ii moarpymn Ha 3—5-i, 10—14-ii, 18—21-ii AHK KU3HK

JleHb XU3HU
IManueHTs!

3—5-ii 10—14-it 18—2-i1
KonrposbHas rpymma (n=26) 29,79£3,62 31,7£3,06 24,7242,96
OcHoBHas rpyiia (n=86) 482,98+27,69 317,02+23,33 372,78%61,4
p <0,01 <0,01 <0,01
1-s1 moarpymma (n=12) 872,11£52,64 556,62+80,33 542,15%£102,92
2-g noarpymnna (n=74) 419,88+24,18 278,17£21,07 273,98%66,86
p <0,01 <0,01 <0,05

MaKCUMaJIbHOM M MUHUMAQJIBHOM CKOPOCTEW KPOBOTOKA
B MarvCTPaJbHBIX TTOYEUHBIX apTepUsIX, a TaKKe HEKOTO-
pOe CTAaTUCTUYECKH 3HAUMMOE TTOBBIIIIEHNE WHAEKCA Pe3u-
CTEHTHOCTH 1 TTyJIbcallmoHHOro uHaekca (p<0,05).

IMpu aHamM3e NPOBEACHHON Teparmuu ObLIO yCTa-
HOBJIEHO, YTO HOBOPOXIEHHBbIE OCHOBHOM TPYMITBI €Xe-
JTHEBHO TOJy4YaJld Pa3MYHBIX JIEKAPCTBEHHBIX CPEICTB
B cpenHeM 16,5+0,3. B mesoM, 3a Bech Iepuoj, TOCIUATA-
JIU3aU OOJTbHBIE IETH TIOMYYMIIN JIEKAPCTBEHHBIX Tpe-
napaTtoB B cpeaHeM 25,6%1,8, n3 Hux 2,9+0,4 cocraBisuiu
aHTHMOaKTepHalbHBIE CpeNCcTBa, objamaronire HedpOTOK-
CUYECKUM JIeHCTBMEM (aMUHOTJIMKO3UIbI, Iedanocmo-
pUHBI, KapOarieHeMbl, (hTOPXUHOJOHBI U 1p.). Bece metu
OCHOBHOM TPYIIITBI TOJyYain 1e(aloCTIOPUHBI TPETHETO
MmoKosieHnst (e TPUaKCOH, CyJbliepa3oH), B 55% ciy-
yaeB (n=47) — aMWHOIJIMKO3U/bI (aMUKAIIMH, TEHTaMU-
1vH), B 1% (n=1) — rmKornenTuas (BAHKOMUIIMH), B 7%
(n=6) — kapbarieHeMbI (MepOHEM, THEHaM); TUypeThUe-
cKue mperapatsl onydanu 57% (n=49) HOBOPOXKIEHHBIX.
IMpenapaTbl aMUHOTJIMKO3UIOBOTO psiAa B 1-if moarpyre
MPUMEHSITUCH CTATUCTUYECKM Yallle, YeM BO 2-i1 MOArpyIi-
ne (p<0,01), Takke Kak AMYpeTUYECKHE CPeACTBa, KOTO-
phle Ha3HAYATUCh HOBOPOXKAECHHBIM -1 MIOATPYIITTHI Yalie
u OoJle AIUTETbHO, YeM Bo 2-i monrpynme (B 83 u 53%
ciydaeB, B TeueHue 4,6+1,34 u 2,84+0,49 nHeii cooTBeT-
ctBeHHO). CriefioBaTeIbHO, OMHUM U3 (haKTOPOB pa3BUTUSI
octporo nospexaeHust mouek B OPUTH sBumack Teparms
aHTUOAKTepUATLHBIMU TIperiapaTaMi aMUHOTJIMKO3UIHO-
TO psifia M Ha3HAYeHUE INYPETUKOB KypcoM OoJiee 4,5 THel.

Tlpu uccnenoBaHUM ypoBHSI OMOMAapKepOB, 3asiBICH-
HBIX B HallleM MCCJIeI0BaHUU, YCTAHOBIIEHO, YTO HAa 3—5-i1
JIeHb XU3HW Y HOBOPOKIEHHBIX OCHOBHOM TPYIIITBI OTHO-
curenbHoe 3HaueHne HITAJI B Moue, craHmapTM3npoOBaH-
HOe TIyTeM IiepepacueTa Ha | Mr KpeaTMHMHA MOYH, B 16
pa3 TIpeBBIIIAII0 3HAYEHME JAaHHOTO TlapameTpa B KOH-
TpoJibHOI rpymrie (Tabj. 2). B mocnemytoine Bo3pacTHbIe
nepuoasl ypoBeHb HIAJI HECKOIbKO CHUKaJICS, HO OCTa-
BaJICsI BbIIIIE, YeM B rpytirie KoHTpoJis (p<0,01). B 1-i mox-
rpyrmre oTHocUTenbHOe conepxaHue B moue HIAJI ObL10
JIOCTOBEPHO BbIIIIe (TTpaKTUUecKr B 2 pas3a), 4yeM BO 2-it
MOATPYIIe, MpuyeM K 10-My JHIO XXM3HU 5TU TTOKa3aTeIn
CHU3WINCH B 1,5 pa3a, HO OCTaBaJIMCh Ha BHICOKOM YPOBHE
OTHOCUTEJIbHO Tpymibl KoHTpoJist (p<0,01). YcraHoBneHa
npsimast cBsa3b ypoBHst HIAJI B Moue ¢ conepkaHneM Kpea-
THUHUHA B KpoBHu (r=0,74; p<0,01).

Wccnenosanue ypoBHss KUM-1 B Moue qOHOIIEHHBIX
HOBOPOXKIEHHBIX B KPUTHUYECKUX COCTOSTHUSX TI0KA3ajo,
YTO Ha 3—5-i1 IeHb XU3HU Y HOBOPOXKIECHHBIX OCHOBHOM
TPYIIITBI OTHOCUTENIEHOE 3HAYEHUE ITOTO MTOK3aTeJIsl, CTaH-
JMApTU3UPOBAHHOE MyTeM TiepepacyeTa Ha | MT KpeaTHHUHA
MOYHM, B 3 pa3a MpeBbILIAIO ero 3HaueHWe B KOHTPOJIbHOM
rpymnre (tads. 3). B mocnenytoirie Bo3pacTHbIE MEPUOIBI
nokazatesib KUM-1 B ocCHOBHOI1 TpyTiTie ocTaBajcs rpak-
TUYECKU HAa TOM K€ BBICOKOM YpPOBHE M K 18—21-my maHIO
>kU3HM ObUT B 10 pa3 BbIllle, YeM B KOHTPOJILHOM TPYIIIe
(»<0,01). B To BpeMs Kak B rpyrnre KOHTPOJS 9TOT Mapa-
MeTp B yKasaHHBIE CPOKM CHIDKayics. B 1-ii moarpymme
oTHocuTelIbHOe conepxaHue B Mouye KMM-1 Obi10 10-

Tabauya 3. 3navenne crangapTusupoBanHoro ypousi KMM-1 (B ur Ha 1 Mr KpeaTHHMHA) B MOY€e Y HOBOPOKIEHHBIX KOHTPOJIBHOM,
OCHOBHOI¥i rpymm, 1-if u 2-i moarpymn Ha 3—5-i1, 10—14-ii, 18—21-ii qHU KU3HA

TTanueHTH Jletth XastH
3—5-it 10—14-it 18—21-it
KontponbHas rpymnmna (n=26) 0,31+0,03 0,19%+0,02 0,1£0,01
OcHoBHas rpyia (n=86) 0,9+0,09 0,7+0,07 0,97+0,19
p <0,01 <0,01 <0,01
1-g moarpymma (n=12) 2,12+0,25 1,78+0,23 1,44%0,26
2-g moarpynmna (n=74) 0,7£0,08 0,52+0,05 0,22+0,03
p <0,01 <0,01 <0,05
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CTOBEPHO BbIlIE B 3 pasa, 4YeM BO 2-i MOATPyMIE, MpU-
yeM K 18—21-My OHIO XXU3HM pa3HUIA YBEeIUYWIach B 7
pa3 (p<0,05). Ha ocHOBaHUU 3THUX JAHHBIX MOXHO CY-
IIUTh O TOM, YTO Ha TIPOTSKeHUM HaOJII01aeMoro nepuojaa
MPOMCXOWIIO TIPOTPECCUPOBaHNE HapylleHUs (hyHKIIU
MoYeK y aeTeil 1-i moaArpynibl, a y HOBOPOXIEHHBIX 2-i
TMOATPYIIIBl HApYIIeHUsS] ObUIM TPaH3UTOPHBIMU. Takum
obpazoM, onpenesieHne B Mode KMMM-1 MOXKHO peKOMeH-
JTOBaTh ISl paHHE#, HEMHBA3UBHOW TMarHOCTUKU OCTPO-
TO MOBPEXKIEHUS TIOUeK Y JOHOIIIEHHBIX HOBOPOXKICHHBIX
B KPUTUYECKOM COCTOSTHUU.

HccnenoBanne yposHsi MJI-18 ycraHoBuiio ciemyro-
mee: Ha 3—5-# IeHb XU3HU Y HOBOPOK/IEHHBIX OCHOBHO
IPYIIbl OTHOCUTENbHOE 3HaueHue MJI-18 B moue, cTaH-
JIapTU3MPOBAHHOE IMyTeM Mepepacyera Ha | MTr KpeaTUHWHA
MOUM, B § pa3 MPeBbIIIATI0 3HAUEHUE TAHHOTO MapaMeTpa
B KOHTPOJIbHO¥ Tpytine. B 1-it moarpyrine oTHocUTeIbHOE
conepxanue NJI-18 ObL10 1OCTOBEPHO BhIIIIE B 2 pa3a, yeM
BO 2-1i moArpyrire, 1 B 13 pa3 Bblllle, YeM B IpyIire KOHTPO-
qis1. Tlpuaem Kk 18—21-my qHIO XKU3HU YPOBEHb OCTaBaJICs
BBICOKMM C COXpaHEHUEM JIBYKPaTHOW pa3HOCTU Tapame-
TPOB CO 2-i MOATPYINON U 22-KpaTHOM pa3HOCTH C TPYTI-
ot KoHTposisi Paznuuus mMexmy rpynmnaMu ocTaBajivCh
CTaTUCTUYECKU 3HAYMMbIMU (Ta01. 4).

VYuursiBasi ToT (akt, uro MJI-18 MHTEHCHBHO BbI-
BOJMTCSI C MOUYOW B OCHOBHOM TIpY TTOPAXKEHUM TIOYEK,
CBSI3aHHOM B TIEPBYIO OYepelb C MPUMEHEHUEeM Hed-
POTOKCUYHBIX MpernapaToB, MOXHO TPEINOJOXUTD,
YTO TJIABEHCTBYIOIIAsI pOJIb B 3TUOJOTUU OCTPOTO TOBpE-
KIEHMS TI0YEK Y JOHOIIEHHBIX HOBOPOXIEHHBIX B KPU-
TUYECKUX COCTOSTHUSIX MIPUHAJIEXKUT arpecCCUBHOMY BO3-
NeCTBUIO HE(PPOTOKCUUHBIX ar€HTOB.

3akovyeHue

ITo pe3ynbrataM MPOBEICHHOTO MCCIEMOBAHUS MOX-
HO BBIIEJUTH CJEAYIONINE OTSTOIIaImne (GaKTopHI,
CITOCOOCTBYIOIIIE PA3BUTHIO OCTPOTO TTOBPEXKICHUS TI0-
YeK y JOHOIIEHHBIX HOBOPOXIEHHBIX B KPUTUICCKUX
COCTOSTHMSIX: HaJTMIWE TSDKETOW ac(UKCUU C Pa3BUTHEM
1epeopanbHOi umreMun 3-i crerieHU TsokectH (100%)
n pmutenabHocThio MBJT >4,5 cyr; yrposa mpepbiBaHMS
6epemeHHOCTH (58%); ocTpble MH(MEKIIMOHHBIE 3a00JIe-
BaHUs MaTepu B Tiepuon OGepeMeHHOCTH (67%), Hamu-

Yyye XpOHWYIECKOTO MUeIoHe(puTa y MaTepy B aHaMHe3¢e
U eTo 000CTpeHre BO BpeMs 6epeMeHHOCTH (42%).

IMpu HabGIIONEHUN 3a TOHOIIEHHBIMM HOBOPOXIECH-
HBIMU B KPUTMYECKOM COCTOSTHUM MOXKHO BBIICIUTH
cJenyiolne Beaylne KIMHUYeCKUe CUHAPOMBI, XapaK-
TEepHBIE JUIS TALIMEHTOB C Pa3BUBIIMMCS OCTPBIM ITO-
BpeXIeHUEM ToYeK: NepruHaTaibHoe nopaxkeHue [HHC
B (hopMe MBIIIEYHON TMITOTOHMU, LiepeOpabHasl MIle-
MM 3-i1 CTeTIeHU TSDKECTH, YPOBEHB ITOYaCOBOTO IUype3a
<1,5 MJI/KT/4, TuriepKpeaTUHUHEMMUST, HU3KUE 3HAUYEHUS
CK® OTHOCUTETHHO BO3PACTHBIX HOPM, MOYEBON CHH-
JIPOM ¢ BbIpaxkeHHO# mpoteuHypueit. [Ipu Y3U y takux
MAaIlUEHTOB BBISABIISICTCS TOBBIIIEHNE 3XOT€HHOCTU Tia-
PEHXUMBI TIOYEK, CHIDKEHUE MaKCUMaJbHOW W MUHU-
MaJIbHOW CKOPOCTH KPOBOTOKA B MarMCTPaJIbHBIX TTOYEY-
HBIX apTepusiX, MOBBIIIEHWE WHAEKCA PE3UCTEHTHOCTU
U TTyJbCAllMOHHOTO MHAeKca. OOHapyKeHHbIE TIPU MPO-
BeleHUN d3XxoKapauorpadpum nedeKT MeXIIpeacepaHoi
MeperopoKy 1 JIOTIOJIHUTEIbHAS XOp/1a JIEBOTO XKeTy104-
Ka, BO3MOXHO, MPeApacrosaraloT K pa3BUTUIO OCTPOTO
MOBPEXKIECHUS IMTOYEK Y HOBOPOXKICHHBIX B KPUTUIECKOM
COCTOSTHMU. MOXKHO TPEANONOXNUTh, YTO B 30HE pHCKa
Takke HaXOISTCS JOHOIIIEHHbIE HOBOPOXKIEHHBIE B KPU-
TUYECKOM COCTOSTHUY C BBISIBJIEHHBIMU MPU HEXPOCOHO-
rpaduu U3BMEHEHUSIMU B BUIE TTOBBIIIEHHOW 9XOTeHHOCTH
TKaHe MO3Tra, BHYTPMIKETYIOYKOBBIX KPOBOM3IUSHUIA
Pa3IUIHON CTeTIeHW BBIPAXXEHHOCTHU, TMPU OTCYTCTBUU
MOJIOXUTETbHON TMHAMUKK B T€YeHUE ABYXHEICITBHOTO
HabmomeHus. B rpynmy BBICOKOTO prcKa Pa3BUTHS OCT-
POTO TOBPEKACHUS TTOUeK HEOOXOAUMO OTHOCUTH TIOHO-
IIEHHBIX HOBOPOXIEHHBIX B KPUTHUYECKOM COCTOSTHUU,
MOJIYYaloIINX Teparnuio aHTUOAKTepUaIbHBIMU TIpera-
patTaMy aMUHOTJIMKO3UIOBOTO psida M AUYpPeTHUECKUE
CpeACTBaMU JTUTEILHOCTBIO Oosiee 4,5 mHel.

Onpenenenue B moue HIAJI, NJI-18 u KUM-1 cre-
JyeT peKOMEHIOBATh K MPUMEHEHUIO IJIsT paHHEe! HeWH-
Ba3WBHON MMAarHOCTUKU OCTPOTO TOBPEKACHUST TMOYEK
y JOHOIIEHHBIX HOBOPOXIEHHBIX B KPUTUYECKOM CO-
crossHuu. YposeHb HITAJI u KMUM-1 B Moue HeoOXoaMMo
OLIEHMBATh KaK HauboJiee MPOTHOCTUYECKU 3HAYMMBIE
MapKepbl HeOJIaronpusITHOTO Mcxona, a ypoBeHb WMJI-
18 — Kak Mapkep arpecCMBHOTO HE(POTOKCHUYECKOTO
BO3IEWCTBHS TIPOBOAMMON Teparim.

Tabauya 4. 3nayenue cranaapTusupoanHoro yposus MJI-18 (8 nr Ha 1 Mr KpeaTHHUHA) B MOY€ Y HOBOPOXKIEHHBIX KOHTPOJIbHOM,
OCHOBHO¥ rpynm, 1-ii v 2-i moarpynn Ha 3—5-ii, 10—14-ii, 18—21-ii 7HU KU3HK

JleHb XU3HU
TTatmeHThI
3—5-i 10—14-it 18—21-i1
KonrposbHas rpymma (n=26) 65,715,04 55,94+3,41 32,85+2,71
OcHoBHas rpyia (n=86) 494,08+34,9 377,07£29,05 532,21+345,5
p <0,01 <0,01 <0,05

1-s moarpynmna (n=12)
2-s noarpymnma (n=74)

p

945,55+122,69
420,86128,02

728,49£113,85
320,08+23,08
<0,01

748,64+100,66
405,96197,88

<0,01 <0,05
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Levels of trace elements (zinc, chromium, strontium) in the red blood cells and plasma of

premature infants and their mothers

V.V. Sofronov, A.V. Voloshin, E.V. Mavrina, R.R. Vafina
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IIpencrapiieHbl pe3yabTaThl HCCJIEJOBAHUS HMHKA, XPOMA, CTPOHIMS B 3PUTPOLMTAX M IIa3Me BeHO3HOIi KpoBu y 134 HOBOpOXKIeH-
HBIX PA3JIMYHOTO FeCTAIMOHHOrO BO3PACTA M MX MaTepeii. Pe3ylbraTbl CBUAETENbCTBYIOT 0 HAPYIIEHHH TPAHCMEMOPAHHOTO M TPAHC-
TUIALEHTAPHOTO TPAHCNIOPTA IMHKA Y HEIOHOIIEHHBIX HOBOPOK/IEHHbIX U UX MaTepeii.

Karouesote caoea: Hosoposicoennble, mamepu, MUKPOINEMEHMbL, UUHK, XDOM, CMIPOHYULL, NAA3MA, SPUMPOUUNIDL.

The article presents the results of a study of the levels of zinc, chromium, and strontium in the venous red blood cells and plasma of
134 newborn infants at different gestational ages and in those of their mothers. The results suggest that transmembrane and trans-
placental zinc transport is impaired in premature infants and their mothers.

Key words: newborn infants, mothers, trace elements, zinc, chromium, strontium, plasma, red blood cells.

OCTUXKEHUS MEIMLMHCKON MUKPO3JIEeMEHTOJIO-
I[mn CBUIETENLCTBYIOT O 3HAYUTEJIbHOW pOJHU
cbamaHCUPOBAHHOTO OOecTeYeHUs] TKaHEeW OpraHu3-
Ma MUKpPOBJeMEHTaAaMM B TOAJEePXaHUU HOPMAaTbHO-
ro romeoctasa [1, 2]. [lokazaHo, 94TO MojJ BIMSHUEM
MaTOJIOTUYECKUX COCTOSTHUI BO BpeMsl OepeMeHHOCTH
U TIpeXIEeBPEMEHHBIX POJOB y HOBOPOXIAECHHBIX Ha-
pyuaeTcst roMeocTta3 MUKpodjaeMeHTOB [3]. OcHoOB-
HOW MPUYMHOM BTOTO CUYMTAIOT (YHKIHMOHAIbHBIE
u MopdoJiorThiyecKre M3MEeHEHUs B TUIalleHTe, MPo-
HUCXOAsIIMe TIpU 3a00JieBaHUSIX KEHIIUH BO BpeMs
OepeMeHHOCTH [4], 4TO SBASETCS OMHOW W3 TPUINH
HeBBIHAIIMBaHUS OepeMeHHOCTH. KOMIUIEKCHBIE MC-
ClIeIOBaHUS COMEePXKaHUSI MUKPOIJIEMEHTOB B 3pUTPO-
LIMTaX U CBIBOPOTKE KPOBU €AMHUYHEI [5, 6].

Llenbio HacTOSAIIETO WCCAENOBAHUST SIBUIIOCH KO-
JIMYECTBEHHOE ornpejaeaeHre 1uMHKa (Zn), xpoma (Cr),
CTPOHIIMS (Sr) B 9pUTPOIUTAX U TTa3Me BEHO3HOU KPOBU
HOBOPOXAEHHBIX Pa3HOTO TeCTallMOHOTO BO3pacTa U UX
Marepeit. BeIoop MUKpO3J1IeMeHTOB ObLT 00YCTOBJIEH Clie-
IYIOIIMUMU OOCTOSITETLCTBAMU.

© KonnekTtne aBTOpOB, 2015

Ros Vestn Perinatol Pediat 2015; 5:206-209

Anpec s koppecnonaenuuu: CodpoHos Banepuit Bukroposuy — 1.M.H.,
npod. kad. NMponeaeBTUKN AETCKUX Oosie3Heil U (aKyJbTeTCKON MeanaTpun
C KypcoM JeTcKux Oosie3Heil jeyeOHoro axynprera KaszaHckoro rocymap-
CTBEHHOTO MEIMLIMHCKOTO YHUBEPCUTETA

Bonoumu Anexcanap Bukroposuu — gou. kad. obueiit ¢pusuku MHcturyra
dusuku Kazanckoro (ITpuBomkckoro) MenepaabHOTO YHUBEPCUTETA;

420008 Kazanb, yi1. Kpemsiesckas, a. 35

Maspuna Enena BacuibeBHa — Bpay OT/IEI€HUS MATOJIOTMH HOBOPOXKICHHBIX
JleTckoii ropoackoit 6ombHHIIBI No 1

BaduHa Paymanbst PaBuieBHa — Bpau-1a00paHT TOM ke 6OJbHUILIBI

420034 KazaHb, yJ1. [lekabpuctos, 1. 125A

LluHK gBAsieTCSI COCTaBHOM 4YacThlo KapOoHaTae-
runporeHassl. K HacrosiiieMy BpeMeHU YCTaHOBJIE-
Ho okosio 200 nmHKcoaepxkaiux GepMeHTOB, y4acT-
BYIOIIMX B Pa3IWUYHBIX MeTa0OJMYECKUX Tpoleccax,
BKJIIOYasi CUHTE3 U pacrnaj yriieBoJI0oB, XKUPOB, 0EJIKOB
U HYKJIeMHOBBIX KucaoT. LluHkconepxkaiiue dhepMeH-
Thl OTHOCSITCSI KO BCEM IIIEeCTM M3BECTHBIM Kjaccam
¢dbepMeHTOB.

CoenanHeHUsT TpPexXBaJeHTHOTO XpoMa OKa3bIBalOT
BbIpAXXEHHOE MYyTareHHOe JeiCTBME Ha He3allMIIeH-
HBIi TEHETWYECKUI ammapaT KJIeTKW. TpeXBaJleHTbIN
XPOM MOSIBJISIETCS B sIIpE MPU JJTUTEIbHOM BO3JIEMCTBUN
Ha OpraHu3M HU3KHUX KOHIEHTpalUi IIeCTUBaJEeHT-
HOTO XpoMma, JIETKO TPOHUKAMIIEro yepe3 KJIETOYHbIe
MeMOpaHbl M BOCCTaHaBIMBAIOIIETOCS 0 TpeXBaJeHT-
Horo coctosiHusl. lllecTBaseHTHBIN XpOM TPOHUKAET
yepe3 TUIAlLlEHTaApHbBIN Oapbep, MOXET OTKJIAIbIBATHCS
B OpraHax " TKaHS$IX IUIo/a.

CTpoHUMI CONEpPKUTCS BO BCEX OpraHaxX M TKaHSIX,
OKa3bIBaeT BJIIMSIHUE Ha MPOILIECChl KOCTEOOpa3oBaHUS,
aKTUBHOCTh (DEpPMEHTOB KaTayia3bl, KapOOoaHTHUIpa3bl
n menouyHou gocdarasnl. Kpome TOTo, MOHBI CTPOHIINS
HaCTOJIBKO OJIM3KHU 110 XapaKTepUCTUKAM K MOHAM Kaib-
1Ms1, YTO BKJIIOUAIOTCSI B OOMEH BMECTe C HUM, HO, o0Ja-
nast 0oJibllIeil MTHTEHCUBHOCTBIO MeTaboIM3Ma U 3HAUYM-
TeJbHO pa3inyasich Mo pa3Mepy, MOCTEINeHHO HapyIlaoT
(YHKIIMOHUPOBAHNUE KaJlIbIIUN3aBUCUMBIX OOMEHHBIX
MPOILIECCOB.

XapakTepucTtuka o0cnefoBaHHbIX U METOAbI
uccnepoBaHus

O6cnenoBanbl 134 mapbl HOBOPOXIEHHBI—MaThb
C Pa3IUYHBIMU CPOKAMM TeCTalluM TMPU POXICHUU:
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Cogpporos B.B. u coasm. ConepkaHne MUKPOSJIEMEHTOB (I[MHK, XPOM, CTPOHIIUIT) B 3PUTPOIIMTAX U TIa3Me KPOBU HEJIOHOUIEHHBIX HOBOPOXK/IEHHBIX. .
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Puc. 1. Inaekcbl MeMOpaHOii TPOHMLAEMOCTH IPUTPOLUTOB /IS IIMHKA Yy MaTepeii (a) M HeJIOHOUIEHHbIX HOBOPOXKIEHHBIX (0).

39—40 nen — 27 map (rpynmna HaomoneHus 0), 37—38
Hen — 19 (rpynma Ha6moneHus 1), 35—36 Hen — 20
(rpynmna HabmoneHwust 2), 32—34 Hex — 36 (rpynma Ha-
omonenusa 3), 31—26 Hen — 12 (rpynma HaOIIOAEHUS
4). KoHTpoabHyto Tpynny coctaBuiau 20 yCIOBHO 3/10-
POBBIX HOBOPOXIECHHBIX M UX MaTepH.

OrnpeneneHre MUKPOSJIEMEHTOB MPOBOIUIOCH Me-
TOIOM MaccC-CIMEeKTPOMETPUH C MHAYKTUBHO CBSI3aHHOM
aproHoBoit mazmoi (MCIT-MC) [7]) B nabopatopuu
kadenpol obuieit pusnku MHcTturyta dusukmn KazaH-
ckoro (ITpuBoskckoro) (eaepaibHOTO YHUBEPCUTETA;
BBIYMCIISIICS TaKKe WHIEKC MeMOpaHHOW TpOHUIIae-
MOCTH 3PUTPOLINTA, IUIalleHTapHbIl KoaddulneHT. Pe-
3yJIBTAThI UCCIEAOBAHUS TTOABEPTHYTHI CTATUCTUYECKOM
KOMITBIOTEPHOI 00pabOTKe C WCIOJIb30BAaHWEM TIPO-
rpammbl Statistica 10.

Pe3ynbTathl U 06CyXaeHue

KoH1eHTpaluys iMHKa B 9pUTPOLIMTAX U ChIBOPOTKE
KPOBM HOBOPOXIEHHBIX Pa3HOTO TeCTAallMOHHOTO BO3-
pacTa 1 X Martepeit mpeacranieHa B Tabdj. 1. OOpamiaer
Ha ce0sl BHUMaHUE COJepXKaHHWE LIMHKA B 3PUTPOIIMTAX
W TUIa3Me KPOBU HETOHOUIEHHBIX NE€TE M WX MaTepei:
Ha0JII01aJIOCh YBEJIMUYEHUE COJEPXKaHMSI LIMHKA Y MaTe-
peli Mpu HeBbIHAIIIMBAHUM OEPEeMEHHOCTH, YMEHBIIIEHUE
JIAaHHOTO MUKPOBJEMEHTa B 3PUTPOIIMTAX HEJTOHOIIEH-
HBIX JIeTeil. Y 3TOW KaTeropuu AeTeil U Marepeid BBISIB-
JIEHbI OUYeHb BBICOKME MHIEKCHI MeMOpaHOil TpoHUIIae-
MOCTH 3PUTPOLIUTOB, KOTOPbIE, OJHAKO, HMXKE JTaHHOTO
rmokasareJisi B KOHTPOJIbHOM rpymnre. MHaeKc riatneHTap-
HOW MPOHUIIAEMOCTH LIMHKA BO BCEX TPyINax HaOtoae-
HUs OB 3HAYMTEIBLHO HUXE 0 CPAaBHEHUIO C TPYMIION
KoHTposs (puc. 1, 2).

B tabn. 2 mpeacTaBiaeHbl pe3yabTaThl UCCIIEIOBaHUS
cofepKaHWs XpoMa B 9PUTPOLIMTAX U TJ1a3Me KPOBU He-
JIOHOIIIEHHBIX JeTeit 1 ux matepeit. ComepkaHue Xpoma
B MCCJIelyeMbIX cyOcTparax B rpyriax HaOJIIOAeHUST He-
3HAYUTEJIbHO OTIMYAJIOCh OT TOoKa3arejell KOHTPOJIb-
HOI TPyIIIbI, WHIEKCH MeMOpaHHOW IPOHWIIAEMOCTHU

SPUTPOLIMTOB TaKXKe KOJIeOaIUCh B Ipeaetax CTaTUCTU-
YeCKOU MOrpelIHOCTH, 32 UCKIIOUeHNeM MHIeKca Tiia-
LIEHTAPHOI MPOHUILIAEMOCTU TPU HEJTOHOIIEHHOCTU Me-
Hee — 32 Hef recTaiuu.

B 1abn. 3 oTrpaxeHbl pe3yabTaThl UCCIEIOBAHUST CO-
JEpP>KaHUST CTPOHLIMSI B MCCIIEAyeMbIX cyocTparax. Bbi-
SBJIeHA TEHAEHLIMSI CHIDKEHUSI COAEPKAHUS CTPOHLIMS
B CBIBOPOTKE KPOBM MaTepeil y JeTeil ¢ recTalMOHHbBIM
Bo3pacToM MeHee 32 Hen. [lokasarenmm MHIEKCOB MeM-
OpaHHOI TMPOHMUILIAEMOCTH S3PUTPOLIMTOB U TUIALIEHTap-
HOM NIPOHMIIAEMOCTH B IpYyINax HaOIIOAEHNUST Majio YeM
OTJIMYAJIUCH OT TAKOBBIX B IPYIIIIE KOHTPOJIS.

Takum o6pa3zoM, pe3yJabTaTbl UCCIENOBAHUSI CBUIC-
TEJBCTBYIOT O HAPYIICHUH TPAHCTIOPTA IIMHKA Yepe3 MeM-
OpaHy 3pUTPOIMTA Y HETOHOUICHHBIX JAeTel U UX MaTe-
peii. BrIpaxkeHHbIe W3MEHEHUS TpaHCIUIALEHTapHOIO
TpaHCIIOpPTa JaHHOTO MUKPOS3JIEMEHTA Y HEJOHOILLIEHHBIX
HOBOPOXIEHHBIX IO CPAaBHEHUIO C TPYIIIOW KOHTPOJIS
MOXHO paccMaTpuBaTh KakK OJHO M3 MATOTEHETUYECKUX
3BEHBEB MATOJOTUYECKMX TPOLIECCOB, 3aBEPIIAIOIINXCS
POXIEHUEM HEJOHOILIEHHbIX JIETEM.

MHJIEKC TUIALICHTAPHOI TIPOHNLIAGMOCTH (LIMHK)
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Puc. 2. VIHpekc njauneHTApHOW MPOHMIAEMOCTH JUISl IMHKA
Y 00CJI€IOBAHHBIX AP HOBOPOKIEHHBIi—MATh.
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Cogpporos B.B. u coasm. ConepkaHne MUKPOSJIEMEHTOB (I[MHK, XPOM, CTPOHIIUIT) B 3PUTPOIIMTAX U TIa3Me KPOBU HEJIOHOUIEHHBIX HOBOPOXK/IEHHBIX. .
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MATEPWAJIbI XIl POCCUACKOWN KOH®EPEHLNN

«MEQUATPUSA U BETCKASI XUPYPIUs B NPUBOJIDKCKOM PELEPAJIbHOM OKPYTE»

Accommanug noaumopgusmon renoB TRPV6, CLDN16, SLC26A46 ¢ puckoM pa3BUTHSA
HedposMTHA3a, HE(PPOKAJIBIMHO3A NPU THIIEPKAJIBLIUYPUN Y JeTel

C. B. Manvues, T. B. Muxaiinosa, O. A. Kpasuoea, 3. P. Hypuesa

BOY OMNO «KasaHckas rocyaapcTBeHHas MeamunHekas akagemust» Munsapasa Poccun; GrAQY BIMO «KazaHckuin (Mpu-
BOJIXCKNI) penepanbHblIii YyHUBEPCUTET»

Association of TRPV6, CLDN 16, and SLC26A6 gene polymorphisms with the risk of
nephrolithiasis and nephrocalcinosis in children with hypercalciuria

S.V. Maltsev, T.V. Mikhailova, O.A. Kravtsova, Z.R. Nurieva

Kazan State Medical Academy, Ministry of Health of Russia; Kazan (Volga) Federal University

IIpoBeneHo KIMHUKO-J1a00paTopHOe o0cienoBaHue 56 nereit B Bo3pacre ot 1 roxa o 16 jet, y 22 u3 HUX TMATHOCTHPOBAH Hed-
pokaibiuHO3, y 11 — HedposinTHa3 HA (hOHE THNEPKAIBIMYPUH, Y 23 HAOMIONAIACH TMIIEPKAJIBIYPHS 0e3 00pa30BaHUsI KOHKpe-
MEHTOB U KaJIbIMHATOB B OPraHax MouyeBoii cuctemsbl. VcclienoBaHbl acCOMMANNH OJHOHYKJIEOTHIHBIX Mo uMopdu3mMoB rs4987682
Thr681Met, rs4987667 Val378Met, rsd987657 Cys157Arg reHa KajblMeBOr0 BAHWJIOMIHOTO MemOpanHoro kauana TRPV6,
rs104893723 Gly198Asp reHa Gejika NMJIOTHBIX MEKKJIETOUHbIX KOHTAKTOB CLDN16, rs13324142 Vall§85Met rena aHMOHHOrO
TpaHcnoptepa SLC26A6 ¢ pa3BUTHEM IMNepKAIbINYpUH, He)poanTHa3a u He)poKaIbIMHO3a y nereil. C pUCKOM pa3BuTHS Hed-
poMTHA3a U He(PPOKAJIBIMHO3A Y IeTeil ¢ THNePKAIbIMyPHeil accounupoBaH noumopdusm rena TRPV6. Tlpenpacnoaraoummmn
ABJIATUCH roMo3uroTHblil reHoTun no T-amnemo (TT) nomavopdusma rs4987682 C2042T Thr681Met rena TRPV6 n renotun AA
nosumopdusma rsd987667 G 11324 Val378Met rena TRPV6. T1pu ucciieoBaHUM MUHEPAJIBHOM IJIOTHOCTH KOCTH Y IeTeii ¢ runep-
KaJIbIUypHeil ocTeoneHns Hadmoaanach B 45% ciayyasx, 4To MOBbINIAJTIO PUCK PA3BUTHS MEPETOMOB.

Karouesote caosa: demu, eunepkanvyuypusi, Hegopoaumuas, He@ppokanvyuros. noaumopguszm eenoé TRPV6, CLDN 16, SLC26A6.

Clinical and laboratory examinations were made in 56 children aged 1 to 16 years; out of them, 22 children were diagnosed as hav-
ing nephrocalcinosis, 11 had nephrolithiasis in the presence of hypercalciuria, and 23 were found to have hypercalciuria without
concrements and calcifications being formed in the urinary organs. The associations of single-nucleotide polymorphisms rs4987682
Thr681Met, rs4987667 Val378Met, rs4987657 Cys157Arg of a gene calcium vanilloideae membrane channel 7RPV6, rs104893723
Gly1984sp of a gene protein of dense intercellular contacts CLDN 16, rs13324142 Val185Met of a gene anion transporter SLC26A6
with the development of hypercalciuria, nephrolithiasis, and nephrocalcinosis were studied in children. 7RPV6 gene polymorphism
was is associated with the risk of nephrolithiasis and nephrocalcinosis in children with hypercalciuria. The predisposing factors were
a homozygous genotype for the T-allele (TT) polymorphism rs4987682 C2042T Thr681Met TRPV6 gene and genotype AA polymor-
phism rs4987667 G1132A4 Val378Met TRPV6 gene. Examination of bone mineral density in children with hypercalciuria revealed
osteopenia in 45% of the cases, which increased the risk of fractures.

Key words: children, hypercalciuria, nephrolithiasis, nephrocalcinosis, TRPV6, CLDN 16, and SLC26A6 gene polymorphisms.

yDOJ'H/ITI/Ia3 1 HedpOKaJbIIMHO3 CJyXaT TIpOsIB-
JIeHUEeM TeTepOTeHHON TpyImbl  3aboJieBaHWI
U TIPEJCTABISIIOT COOOM OMHY M3 aKTyaJbHBIX TPOOIeM
COBpPEMEHHOU HedpOJOruu B CBS3M C OOJBIION pac-
MPOCTPAaHEHHOCTHIO, TSKECTHIO KIIMHUYECKUX TTPOSTBIIE-
HUI, CKITOHHOCTBIO K PEIIUANBUPOBAHUIO U CHIDKEHUEM
(GyHKIMI TIoYeK. 3HaueHHWe TeHEeTHMYEeCKUX (PakTopoB
B BO3HUKHOBEHUW MOUYEKAMEHHOU OOJIe3HW TOATBEP-
KIEHO MHOTOYMCIEHHBIMU HUCCAen0oBaHUAMU [1—6].
VY 65% OGONBHBIX C KaJdbLMEBBIM HE(DPOIUTHA30OM U Y
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70% mnauMeHTOB C TUIIePKAJbLIMypUEel HacJIeICTBEH-
HOCTB OTSITOLIEHA IT0 MOYEeKaMeHHOi 60Jie3Hu [6].

TunepKanbUnypusi, TUTIEPOKCATYPUST ¥ TUTTOLIUTPAT-
ypHUSI CYUTAIOTCS Hanbosiee BAXKHBIMU (PaKTopamMu pucka
MoYeKaMeHHOI Oose3Hn. M3 Bcex HapylleHUi cocTaBa
MOYM Yallle BCEro MpU MOUYEKaMEHHOU OO0JIe3HM OTMe-
YyaeTcsl TUIEPKaIbIUypHysi, oHa HabmomaeTcs y 40—50%
OGOJIBHBIX, TIPU 00pa30BaHUU KaJIbIIMEBBIX KOHKPEMEH-
ToB — B 50—70% cny4aeB. IIpeobramaHne KaablIMeBbIX
KaMHe#l TIOATBEPKAEHO KaK B OTHEJBbHBIX HaOIIONEeHU-
SIX, TaK U B IMUPOKUX KIMHUYECKNX UCTIbITaHUAX. Cpenn
KaJbIMeBBIX KaMHel 85—90% mpuxoanTcs Ha oKcallaT-
Ho-KanbLueBble, 1—10% — Ha docdarHO-KaIbLIEBbIE
u 5% Ha okcanat win docdaT KaabLKs B COYCTAHUU
C MOYEBOI KHUCJIOTOM [2, 6].

Wnuonatuyeckoii (MepBUYHOIN) TUIIEPKAJIbLIMYpPUEH
MPUHSITO CYUTATh TIOBBIIIEHHYIO SKCKPELMIO KaJIbIIUs
¢ MOYOl Ha (hOHEe HOPMOKAIBLIUEMUM TIPU OTCYTCTBUU
BUIMMBIX MpuaunH. [IpenronaraeTcst TeTeporeHHOCTh Ha-
CJIe0BaHUST 1 MHOTO(AKTOPHOCTh Pa3BUTHS WAMOIIATH-
YeCKOW TUTIEPKATBIMYPUH. B KauecTBe 3TUOJOTMYECKUX
U TAaTOTEHETUYECKMNX (PaKTOPOB pacCMaTpUBAIOTCS Hapy-

POCCUNCKWIA BECTHUK NMEPUHATOJIOMW U MEANATPUN, 5, 2015




Manwues C. B. u coasm. Accoumanust momimophusmos reHoB TRPV6, CLDN 16, SLC26A6 ¢ puckom pa3BuTust HepporuTuasa...

eHus MeTabon3mMa BUTaMuHa D, u3MeHeHre YyBCTBU-
TEJLHOCTH PELENTOPOB K KaJbLIuTpuoy [1, 7, 8], myrauumn
reHa KaJIbLIMEBOTO pelienTopa, MPUBOASIINE K aKTUBALIUN
petientopHoro Oenka [3, 9, 10], HapylieHUe TPOLECCOB
peabcopOILIMKM KabliMsl B KaHaJIbliax movek [11—15].

YcTaHOBIEHO, YTO OMHOW W3 TIPUYMH pPeHATbHOMI
TUTIEPKAJTBLIMYPUU  SIBIISIETCS HapylIeHWe TMaparesiiio-
JIIPHOM peabcopOIMM KaJablMsl B TOJCTOM BOCXOMSIIIEM
oTmene TeTiu IeHne, oOYCIOBIEHOE MyTalueill TeHa
knaynuHa-16 (CLDN16). KimaynuH-16 — GeJIOK TJIOTHBIX
MEKKJIETOUHBIX KOHTAaKTOB, WUTPAeT BaXKHEWIIYIO pPOJIb
B PETYJIMPOBAHUM MapaIEUTIONSIPHON OapbepHOU Mpo-
HULIAEMOCTH JIJIST HOHOB KaJIbLIMSI U MarHUs. DTOT O6eJT0K
HaXOJUTCST B OCHOBHOM B ITOYKAaX, B YACTHOCTH B TOJICTOM
Bocxonsieit BeTsu remin Tenne. Ten CLDN 16 nokanu-
30BaH Ha XpoMocome 3g28, COCTOUT U3 5 3K30HOB, KO-
nupyet 6esok u3 305 aMUHOKUCTOTHBIX OCTaTKOB pa3Me-
pom 33 836 JI. O6HapykeH psaa mytauuii reHa CLDN16
(TYR277TER, THR303ARG, LYS275TER, LEUI51PRO,
LEUI45PRO, LEUI5SITRP, GLY191IARG, LEUI5IPHE,
GLY1984ASP, MET7IARG, LEUI67PRO, PHE232CYS,
GLY233ASP, SER235PHE w np.), KOTOpble TPUBOISAT
K HapylieHuto (pyHKIMKU naHHoro 6enka [11, 12, 14, 15].
V ull, TOMO3UTOTHBIX IO JaHHBIM MYTAIlUsIM, pa3BUBa-
eTCsT ceMeitHasi THTTOMarHe3ueMusI ¢ TUTIepKaIbInypueii
1 He(POKATBLIMHO30M — PEIKOe ayTOCOMHO-PEIeCCUB-
Hoe 3abojieBaHME, TIPU KOTOPOM OTMEYaloTCsl BbIpa-
SKEHHAsT TUTIepKaIbIIMypust, HehpOoKaabLIMHO3, Hedpo-
JINTHA3, TIOJIMYPUSI W TIOJUAMIICHS, TIPOTpecCUpylolee
CHIXXeHUe (YyHKIWA movyeK. [1pu reTepo3uroTHOM Ha-
ciaenmoBannu Mmytanuii reHa CLDN16 wmmeeTcsl TIOBBI-
IIEHHBI PUCK pa3BUTUSI MOYeKaMeHHOI Oose3Hu [14].
Mytaunu B pa3HbIx caiitax reHa CLDN 16 MOTYT npuBe-
CTH K OTpeleeHHbIM (heHOTUITaM C Pa3HOM TSKeCThIO
KIMHUYECKUX TIPOSIBJICHUI W pa3induieM B TPOTHO3E.
Tak, TIp¥ MAMONATMYECKON TUIIePKATbIIMYPUU TTOBbI-
IIIeHa YacTOTa TOMO3UTOTHBIX JIUII IO MUCCEHC-MYTaIluu
THR303ARG B rene CLDN16[12, 14].

YcraHoBieHo Hanuuue mnojgumopdusma 15219780
rena CLDNI4, accoumMupoOBaHHOTO C pPa3BUTHUEM MO-
YeKaMEHHOM OO0JIe3HN W CHWXKEHWEM MWHEpaTbHOMN
IJIOTHOCTH KOCTHOW TKaHW B O0O0JIACTU TTO3BOHOYHU-
Ka u Oedpa, YTO TOBBIIIAET PUCK mepeiaoMoB [13, 15].
CHIXeHMe cpelHeil MUHEPaTbHON TIOTHOCTH KOCTHOM
TKaHU Ha 5—15% y GONMBHBIX MOYEKaMEHHOU 0OJIe3HBIO
C TUTEPKaJbLIMypHeil T0 CpaBHEHWIO C IalueHTaMU
6e3 TUTepKaIbIIMYpUX OTMEYaIoCh W JAPYTMMU aBTOpa-
mu. [lpudyemM TOTepss KOCTHOW TKaHM YBEIMYMBAIACh,
€CJIM TIAllMeHThl HaXOIWJINCh Ha AWETe ¢ OrpaHnYeHUeM
kanbuwms [18, 19].

B HacTosiee BpeMst U3BECTHO, YTO OJHOM U3 TPUINH
TUTIEPKAJIbLIMYPUM  SIBJISIETCSl YMEHbIlIeHWe peabcopo-
LMY KaJIbLKS Yepe3 TToUYeYHbIe almMKaJlbHbIe KaJIblIeBbIe
kaHanel TRPVS5 u TRPV6. Katuonusle kaHansl TRPVS
n TRPV6 ciyxar KaJdbLIMEBBIMU CEJIEKTUBHBIMU BaHM-
JIOUAHBIMU MeMOpaHHBIMUA KaHajlaMU, KOTOpble 0b0ec-
MEeYNBAIOT CTPOTO JO3UPOBAHHOE TOCTYIUIEHUE KaTbIIUST

U YYaCTBYIOT B peabcopOI1IMy MOHOB KasblMs B IUCTAJb-
HBIX KaHaJIbLIaX MOYeK, TOHKOM KHIIIKe U TutareHTe. M3-
BecTHO, uTo 6enku TRPVS5 nu TRPV6 coctosaT npumepHO
3 730 aMUHOKUCJIOT, UMEIOT 6 TpaHCMeMOpPaHHBIX CeT-
MEHTOB M JUIMHHBIE 1IuToIIa3MaTnyeckue N- u C- xBo-
ctbl. KaHasbl MMEIOT TeTpaMepHYIO CTEXMOMETPUIO, KPO-
M€ TOTro, 0OHapYXeHO, UTO OHU CIMTOCOOHBI (hOPMUPOBATH
reTeporeTpaMepHble KOMILUIEKCHI, BKJIIOUAOIINe CyOb-
ennHULIBl 00oux KaHaimoB TRPVS u TRPVG. Ten TRPV6
HaxomuTCcsl B 7 XpoMocoMe B MO3UIMU 34 M COCTOMUT
u3 15 5k30HOB U 14 uHTpoHOB. MOHHBIE KaHansl TRPV6
n TRPVS5 IBISIOTCSI OOHUM W3 OCHOBHBIX PETYJISITOPOB
romeocTasa Kajblius. B Hacrosiee BpeMs ycTaHOBIEHA
noreHuManbHas cBs13b KaHaaoB TRPV5 u TRPV6 ¢ pas-
JIMYHBIMU 3a00JIeBAHUSIMY, B TOM YUCJIE U MOYEKaAMEH-
Holi 60s1e3HbIO [20—22].

IIpenrnonaraercsi, 4YTO TEHETUYECKHUE MEXaHU3MBI,
KOHTPOJIMPYIOIIIME BCAChIBAHME OKCAJaTOB B KUIIIEYHUKE
JiexkaT B OCHOBE MAMOTATUYECKON TUTIePOKCaTypun U OK-
cajaTHOro yposjurtrasza. CylliecTByeT TMpearoioXeHue,
YTO aHWOHHBIN TpaHcropTep SLC26A6 WrpaeT BaxXHYIO
pOJIb B KUIIIEYHOI abcopOLMM OKcajlaTa, TEM CaMbIM pe-
TYJIMpYeT KOHIUEHTPALUIO OKcajlaTa B ChIBOPOTKE KPOBH,
MPETSITCTBYSl TUTIEPOKCATYPUU M OOpa30BaHUIO KaMHeEM
oKcaJiaTa KaJblus B ToyKax. [eH aHMOHHOTo TpaHCTopTe-
pa SLC26A6 naxomutcst Ha XxpomocoMe 3p21.3, Koaupyer
0eJIoK, cocTosuii U3 738 aMMHOKUCIIOT, U B OCHOBHOM
9KCMPECCUPYETCsT B TTIOUYKAX, KUIIIEUHUKE U TOKETyI04-
Hoi1 xenese. MccnenoBanusi mokasaiu, YTO Y MyTaHTHBIX
MbIlIeit, auieHHbIx SLC26A6, TIOBbIIIIEHa YacToTa 00-
pa3oBaHUsI OKcaJlaTHBIX KaMHe# B moukax. [Tarodusuo-
JIOTUYECKMM MEXaHU3MOM 3TUX HapYyIIeHWN CIIy>XWUT TH-
nepabcopOuus okcanaTa B kuieuyHuke. [1peamnonaraercs,
YTO MyTallUsl TeHa aHWOHHOTO TpaHcroptepa SLC26A6
BHOCHT BKJIaJl B pa3BUTHE MOUYeKaMeHHOI 0ojie3nu [4, 23].

BrisiBieHue pucka, paHHSISI AMarHOCTHUKA pa3IuYHbIX
¢dopm yponuTuasza u HepoKaJablIMHO3a Ha OCHOBE TeHe-
TUYECKOTO TECTUPOBAHMSI MMEIOT HECOMHEHHOE Ipak-
TUYECKOE 3HAuYeHME ISl TPEeayrnpexacHus 3aboseBa-
HUSI, PA3BUTHSI BTOPUYHBIX OCJIOXKHEHUI ¢ HapylIeHUEeM
GyHKIMH TTOYeK y neTei.

XapakTtepucTuka peteii u MeToAbl UCCea0BaHUS

TIpoBeneHo KIMHUKO-JIabopaTOpHOE OOCIIe0OBaHNE
56 meteii (25 neBovek u 31 MaTbUMK) B Bo3pacTe OT | rona
1o 16 met, y 22 U3 HUX AUATHOCTUPOBAH He(PPOKAIbIIN-
HO3, y 11 — HedponuTras Ha (hOHe TUTIePKATBLIUYPUH,
y 23 HabOmonanach TMIepKaablMypusi 6e3 o0pa3oBaHUsI
KOHKPEMEHTOB M KaJIbIIMHATOB B OpraHax MOYeBOM CH-
cteMbl. KOHTPOJIBHYIO TPYIIITYy COCTaBWIIM 57 TIpaKkTHYe-
cKku 310poBbIX AeTeit (30 neBovek u 27 MaJTb4UKOB) TOTO
Xe Bo3pacta. M3 OCHOBHOW TpyMIibl OBIIN MCKITIOYEHBI
OGOJIbHBIE C BTOPUYHOM THIEPKAIbIUYpUE, Hace.-
CTBEHHBIMU 3200JIeBAaHUSMI OOMeHa BEIIECTB M HACIIeI -
CTBEHHBIMU TyOYJIOTIATUSIMH.

TlpoBeneH aHanM3 accolMalMy OJTHOHYKJIECOTUIHBIX
noauMopdusMoB 154987667 G11324 Val 378Met tena
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TRPV6, 1s4987682 C2042T Thr681Met tena TRPVG,
154987657 T469C Cysl157Arg rena TRPV6 ¢ pa3ButreM
TUTIEPKATBLIMYPUH, YPOJIWTHA3a W HedpOKaIbIIMHO3a
y neteit. Takke MpoBeeH aHAIU3 aCCOIUALIAN TTOJTMMOP-
duzma rs104893723 G593A4 Gly 198A4sp rena CLDN 16 v io-
mmumopdusma 1813324142 G616A Vall1§85Met rena SLC26A46
C PMCKOM Pa3BUTHs 3a00sieBaHUs Y 33 meTeil ¢ ypoauTha-
30M U He(DPOKATBLIMHO30M Ha (hOHE TUTIePKATbIIUYPUH,
16 meteii ¢ ruTiepKaabLMypreit u 57 aeTeil KOHTPOJIbHOM
TPYIIIIBI.

TeHoTMTIMPOBaHME MO TTOTUMOPGHHOMY JIOKYCY OCY-
IECTBISIM METONOM TOJIMMEpPa3HOW IEeMHOM peak-
uuu (ITLHP) ¢ ucnonbzoBaHueM ajieabcrielin@UUHbBIX
npaiiMepoB. [lpaiimepsl MoaOUpasuCh C TOMOIIbIO
KomrbloTepHoit mporpamMmmbl WASP[http://bioinfo.bio-
tec.or.th/WASP].

JInst vcceioBaHWsl MUHEPAJIbHOM TIJIOTHOCTH KOCTH
HCIIOTb30BAJI METOJ KOJWYECTBEHHOW YJIBTPa3ByKOBOM
coHomeTpun iproopom Omnisense-7000 B AByX TOYKaX —
JIy4eBOI 1 OOJIbIIEOEPIIOBOI KOCTU M METOJl PEHTIEHOB-
ckoit neHcuromerpun (DEXA) mpuoopom DTX-200, 30Ha
HCCIeI0BaHNST — TUCTABHBIN OTIEN MPEaIieubs. YPOBEHb
KOCTHOTO MeTaboJIM3Ma OLeHUBAJICS TI0 aKTUBHOCTH Map-
KepOB KOCTeOOPa30BaHUSI U KOCTHOM pe30pOLIUM KPOBU:
o01Iel IeIouHoM docdarassl, ee KOCTHOTO N30 epMeH-
Ta U TapTpaTpe3uCTeHTHOU Kucioii docdartasbl. C 11esbio
HCKITIOUEHHUSI BTOPUYHOM TMIIePKaTbLINYPUH OTIPEICIISIIICST
YPOBEHBb TApAaTrOPMOHA B KPOBU, KUCIOTHO-IIEOYHOE
COCTOSTHME KpOBU. XapaKTep IU3MEeTa0O0IMIeCKUX Hapy-
IIEHWI YTOYHSIJICS TT0 XapaKTepy KpUCTAJUTypyHd, Toded-
HOMY KJIMPEHCY U 3KCKPELINH KabIust, (hochaToB, Kaus,
HATpUsI, CYTOUHOM 9KCKPELIMHU OKCAJIaTOB U MOYEBOM KUC-
JIOTBI, aMMMaKa, TUTPYEMOM KUCIOTHOCTH MOYU, YPOBHIO
ypukemuu. OrpeneeHre OMOXUMUYECKUX ITapaMeTpoB
MPOBOIMIJIOCH Ha OMOXMMUYECKOM aHau3arope Beckman
Coulter Synchron CX 5 PRO.

CTaTUCTUYECKUI aHaU3 TIOJYYEeHHBIX JaHHBIX BbI-
MOJHSJIA C WCIOJIb30BaHWEM TPOTPAMMHOTO  0bec-

neueHust MS Excel 2010. [Inst onucaHusi JaHHBIX MC-
MOJTb30BaIM  TTOCTPOEHNWE MTOBEPUTEIbHBIX WHTEPBAJIOB
JUTE UCTUHHBIX J0Jiell Ha OCHOBAaHWM OMHOMMHAJIBHOTO
pacnipeneneHus. it HaXOXICHUST BEPXHUX U HUXKHUX
TpaHUIl MHTepBaJIa UCITOIb30BaIN rpaduk 95% moBepu-
TeJIbHBIX MHTEPBAJIOB TS 10J1eii. JloBepuTeIbHbIe MHTEP-
BaJIbl MCITOJTb30BAI B KAUECTBE KPUTEPUEB 3HAUMMOCTH
IIUISI CpPAaBHEHMST 4acToOT ajuiesieid u reHoturnos (p<0,05).

Pe3ynbTathl M 06CcyxaeHue

Ha ocHoBaHMM HaHHBIX aHaMHe3a HacJeICTBEHHas
OTATOIIEHHOCTh TT0 ypoiuTHa3y BbisiBieHa y 18 (54,5%)
meteit ¢ HedpposmTrazoM, HepOKaTBIIMHO30M Ha (poHe
TUTIEPKAJTBLITY Y.

Cpennuii ypoBeHb 3kckperuu (p<0,001), knupeHca
(p<0,01) n akckpetupyemoii ppakuuu (p<0,05) Kanbius
ObLT JOCTOBEPHO BBILIE y NETel C TUIEepKaIbIypUeii
10 CpaBHEHUIO C KOHTPOJIBHOU TPYITIO, TPU HOPMaJTb-
HO KOHIIEHTpAILIMY KaJIblvs B KpoBU (Tad:. 1). B rpymiie
OGOJIBHBIX JIETEi CYyTOUHAsST IKCKPELIMS OKCAIaTOB C MOYOIA
OblJIa JOCTOBEPHO BBIIIE MO CPABHEHUIO ¢ KOHTPOJBHOM
rpymmoit (p<0,01).

HccnenoBanue pyHKIIMOHATBHBIX MTPOO MOUYEK HE BhI-
SIBUJIO HapyIIeHUsT (PUIBTPAIlMOHHON W KOHIIEHTpAI-
OHHOW (PYHKLIMI y neTeit ¢ HepOKaTbIIMHO30M U Hed-
ponutrazoM. CyTouHast 9KCKpelLMsl aMMuaKka, TUTpyemast
KUCJIOTHOCTb MOYM ObLIM JOCTOBEPHO BbIllIE Yy AETEl
C TUTIEePKAJIBLIMYpPUE TT0 CPaBHEHUIO C KOHTPOJBHOM
rpymmoit (p<0,01).

ITpu vccaemoBaHMM MUHEPATBHOM TUTOTHOCTH KOCTH
y JIeTeii ¢ TUTepKaablIMypreil ocTeorneHusT Habmoaanach
y 25 (45%) neteit: y 16 (52%) manbunkoB u 9 (36%) ne-
Bouek, puiyeM y 9 (16%) manumeHTOB OHa Oblla BbIpa-
JKeHHOM. Y OOJIbHBIX C OCTEOTeHNei OOHapyKeHO TTOBbI-
LIeHHOE cofiepkaHue B KPOBU OMOXUMHMUYECKIX MapKepOB
YCWIEHHOTO MeTaboJM3Ma KOCTHOW TKaHU — IIEJIOYHOMN
docdatasbl, ee KOcTHOro u3ohepMeHTa U TapTpaTpe3u-
CTeHTHOM Kucyoi docdarassl. [1pu BeipakeHHOI 0CcTeO-

Tab6auya 1. Tloka3aTem MeTa00IMYECKUX MPOIIECCOB Y JeTeil ¢ runepKaabuuypueit (M=m)

[Toka3zarenb OcHoBHas rpymnmna KoHTtpoib p

Kanbiuii kpoBu, Mr% 9,38%0,14 9,5%+0,09

Kanbmmit Moum, Mr/Kr/CcyT 4,05+0,35 0,89+0,08 <0,001
Kiupenc Kanpiiyst, Mit/MuH: 1,73 M? 0,8+0,07 0,34+0,03 <0,01
DKckperupyemast hpakivs Kaibius, % 0,6%0,08 0,3340,03 <0,05
Dochop kpoBu, Mr% 4,92+0,19 4,0%0,08

®ocdop Mmoun, MT/Kr/cyT 9,44+0,76 7,3910,64 <0,01
Kiupenc dochopa, mit/mun:1,73 m? 9,91+0,55 6,3710,44 <0,05
DxckperupyeMas dpakiust hochopa, % 7,4£0,69 6,14+0,44

MoueBas KucaoTa KpoBU, MMOJIb/J 0,26+0,01 0,25%0,01

[1laBeeBast KUCIOTa MOYU, MKMOJIb/CYT 233,14£56.5 130,8+8.9 <0,01
AMMMAK MOYM, MMOJIb/CYT 50,8+4,5 35,84+2,12 <0,01
Tutpyemast KUCIOTHOCTb MOYM, MMOJIb/CYyT 53,3+3,53 48,25+1,89
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TMTEHUY MapKepbl peMOIETUPOBAHUS KOCTU UMEJTU caMble
BBICOKME 3HaUeHUsI (Tab. 2).

Haubonee HeraTUBHBIMU TTOCIEACTBUAMU IePULINTA
MWHEPATbHOM TUIOTHOCTU KOCTH SIBJISTIOTCSI TIEPEJIOMBI.
IMepemombl KocTeit B aHamHe3e umenu 3 (33%) merei
¢ BBIpaXkeHHOU octeomneHueit, 5 (31%) — ¢ yMepeHHO
octeornieHuei n 7 (22%) — 6e3 octeoneHnun. OMHAKO y TIa-
LIMEHTOB C OCTEOTIEHUEH ABYX- Y TPEXKPaTHBIE TIEPETOMBI
HaOJIIoIanMch B 3 pasa vailie, 4eM y JeTell rpyIiibl CpaB-
HeHus, —y 5 (20%) u 2 (6,5%) cOOTBETCTBEHHO.

IIpoBeneHHbIT aHaIM3 accolualuu  MoJuMopd-
HbIx MapkepoB C/T B nonoxenuu 2042 Thr681Met rena
TRPV6 ¢ pa3BUTHEM THIEPKAIbLIUYPUH, YpPOJIWTHA3a
1 He(ppoKaIbIIMHO3a Y AeTE BBISIBUII YBEIMUEHKE 9aCTO-
THI BCTPEYaeMOCTH TOMO3UTOTHOTO TeHoTH™a 1o T-ajre-
o (TT-reHoruna) B rpymre aeTeit ¢ runepKajibluypueit

MO CPaBHEHMUIO C TPYIINOI YCIOBHO 3I0POBBIX, a YaCTOTa
TreTepOo3UTOoTHBIX JIUIL 110 G aJljieNto, HalpOTUB, yBeInYe-
Ha B KOHTPOJIbHO Tpytrie. [TosydyeHHbIe JTaHHbIE TTPUBE-
IIeHBI B Ta01. 3 1 Ha puc. 1.

WsyuyeHnne pacnpeneieHus aujieieidi U TEHOTUIIOB
nosumMopdHbIX MapkepoB G/A B nojoxeHuu 1132 Val-
378Met reHa TRPV6 y 6G0JNbHBIX He(pOIUTHA30M, Hed-
POKAJIBIIMHO30M Ha (hOHE TUTEePKAIBLIMYPUN U Y JeTeit
KOHTPOJIBHOI TPYIMbI TOKAa3aJl0 YBEJIMUYEHHUE YacCTOThI
TOMO3WTOT TI0 ajijieito A B rpymrie OOJbHBIX C TUIEP-
KaJIbLIMypHei TI0 CPAaBHEHUIO C TPYMIION YCIOBHO 3/10PO-
BbIX. Yacrora reHotuna AG, HanpoTuB, Oblj1a yBeIUYeHa
B KOHTPOJILHO rpytrie (Tadu. 4, puc. 2).

He ynamoch yCTaHOBUTH HaJW4yMsl accoUMalIMit
o nosmmopdusmam 1rs4987657 Cys157Arg rena TRPV6
n rs104893723 Gly 198Asp rena CLDN 16 ¢ puckom opMu-

Tabauya 2. MuHepaJibHast IVIOTHOCTH KOCTH H OHOXHMHYECKHe MapKepbl KOCTHOTO MeTa00/IM3Ma y JeTeil ¢ runepKajbIypuei

BMC BMC LS

1L E T Z-score ot —1 10 —2,5SD  Z-score meHee —2,5 SD I’py;{l:cgi) :]:IielHHH
IMoxn, a6e. (%):
MATBYHKH 9(29) 7(22,6) 15 (48)
JI€BOYKU 7 (28) 2(8) 16 (64)
Illenounas docdaraza, EI/x 266,47+39,7 305,85+33,9 241,41%21,5
KocTtHblil n30depMeHT 11enouHoi pocdarassl, EI/1 80,11+12,54 108,89+12,2 85,37+9,85
TaprparpesucteHTHast Kucias pocdarasza, EJ1/m 4,31+1,28 5,66+1,38 3,48+1,10

Ilpumeuarnue. BMC — conepxaHue MUHepasa KocTu (T).

Tabauya 3. PacnpenesieHue 4acTOT ajuiejieil M reHoTunoB noumopdusma rs4987682 rena TRPV6 cpeau 00IbHBIX ¢ THIEPKAIBIHI-

ypueii u aeTeil KOHTPOJIbHOI IPYIIbI

JleTy ¢ TUIIepKaJbLnypueit
AJtenb ¥ TEHOTHUTT

KonTposbHas rpyrima

Yacrora 95% A1 yacTora 95%111
TT 0,204 0,104—0,304 0,018 0-0,05
TC 0,776 0,67—0,882 0,982 0,948—1,01
CC 0,02 0-0,06 — —
T 0,592 0,472—0,7 0,509 0,414—0,604
C 0,408 0,35—-0,47 0,491 0,371-0,611

Tlpumeuanue. 3necw n B Tabn. 4: 95%AN — 95% noBepuTeNbHBIN UHTEPBAI.

Tabauya 4. Pacnpenesienne 4acTOT aJLiejieil M TeHOTHIOB 1o noumMopdusmy rs4987667 rena TRPV6 cpenn 00JBHBIX ¢ THIIEPKAJIb-

uuypuei U 1eTeil KOHTPOJIbHOM rpynibl

JleTy ¢ TUIepKaJbLnypueit
AJtesib U TeHOTUTT

KonTposibHas rpyrimna

yacrora 95%11 yacrora 95%11
AA 0,143 0,054—0,232 0,018 0-0,05
AG 0,816 0,716—0,916 0,982 0,948—1,01
GG 0,041 0—0,091 = =
A 0,551 0,411-0,691 0,509 0,389—0,63
G 0,449 0,379—-0,519 0,491 0,389—0,586
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poBaHusl HedponuTrasa U HeGpoKaIbIIMHO3a Ha (hOHE
rurepKaablMyprun. [eHOTUTTBI OOJTBHBIX C TUTIEPKATbII-
ypueit 1 ieTeil KOHTPOJIbHOM TPYIIIbI ObLIU TpeCcTaBIe-
Hbl eanHbIM reHoTUunoM CC u GG cOOTBETCTBEHHO.

ITpu mpoBeneHUM cpaBHEHUsI YacTOT ajulesieid U Te-
HotumnoB nogumopdusma r1s13324142 Vall85Met rena
SLC26A6 He OBIIO BBISIBICHO JOCTOBEPHBIX Pa3TUIUiA
MeXIy OOJbHBIMU He(pPOJUTHA30M, He(PPOKAIBIIMHO-
30M Ha (hOHE TUTNEPKATbIUYPUN U IE€TbMU KOHTPOJBHOM
TPYNIIbI, YTO CBUAETEJIBCTBOBAIO 00 OTCYTCTBUM acCO-
LIMALIMY C PUCKOM pa3BUTHsI 3a0oieBaHMs (puc. 3).

BbiBOAbI

1. HacneacTBeHHBIN (hakKTOp MrpaeT BaXkKHYHO pOJIb
B pa3BUTUU HedposnTHa3a U He(PpoKaJblIMHO3a y IeTei
C TUTIepKaIbIIUypueii: 601ee YeM Y TTOJTOBUHBI GOJBHBIX
(54,5%) HaceACTBEHHOCTD ObIJIa OTSTOIIEHA IO MOYeKa-
MEHHOI 00JIe3HU.

2.V neteii ¢ TMIIepKaIbLIMypUe YBeTUIeHUE 9KCKPE-
LIUY KaJIbLIUsI C MOYO#t OBLIO OOYCIIOBJIEHO YBEIUUECHUEM
€ro DKCKPeTUpyeMoil (hpakiuu, T.e. CHIDKEHHEM peald-
copbLmu B KaHajiblax. [Ipy aToM comepskaHre KalbIUsT
B KPOBU HAXOIMUJIOCH B Mpeesiax HOpMaJTbHBIX 3HAYSHUIA.

3. [Tpu nccienoBaHMKM MUHEPATbHOM TUTOTHOCTH KOCTH
y JeTeil ¢ TUTIepKaIbLUypHUeil OCTeOTeH!sT Habomanach
B 45% cnydasix. YBeJMueHNe B CBIBOPOTKE KPOBU KOCTHOTO
n3odepMeHTa ImesI0uHoi pocdaTasbl 1 KMCI0i pocdartasbl
OTpakaJio PaBHYIO CTeTIeHb BBIPAXKEHHOCTH KaK IMPOLIECCOB
KOCTHO pe30pOLIMH, TaK U MPOLIECCOB KOCTEOOpa3OBAHMSI.

4. CHIXeHMe MUHEPAJIbHOM TJIOTHOCTH KOCTH Y Jie-
Tel ¢ TUMepKaIbIIMypuell MOBBIIIATIO PUCK TEePETOMOB.

1,2

YacToTa a/ieJieli H Te HOTHIIOB

T TC cC T C

Puc. 1. PacnpeneneHue 4acTOT reHOTUNOB MO MOJIUMOPHUMY
rs4987682 rena TRPV6 cpenn 0OJbHBIX C THIEePKAIBIAYpPHEit
U JieTeil KOHTPOJIbHOWM IPYIIIbI.

INepenombl KocTell B aHaMHe3e UMeNN '/, IeTeii ¢ ocTeo-
MeHuel, IBY- M TPeXKpaTHBIE MepeIOMbl HAOIIOAANCh
B 3 pasa yarie, yeM y AeTeil TPYITIThl CpaBHEHMSI.

5. C puckom pa3BuTus HedpoiauTrasa u HeppoKasib-
LIMHO3a y JIeTell ¢ TUIMepKaJbLIMypHeil acCOIMUpOBaH
noaumMopduaMm reHa TRPV6. TlpenpacronaraloniMy sB-
JISUTUCh TOMO3UTOTHBIN TeHoTun no T-amnemo (TT) no-
smmopdusma 1s4987682 C2042T Thr681Met rena TRPV6
u reHotun AA monumopdusma rsd987667 G11324 Val-
378Met rena TRPVG.

6. TlokazaHO OTCYTCTBHME acCOIMAIUU TTOJIUMOpPd-
Horo Jsokyca r1s104893723 Glyl1984sp tena CLDNI6
u 1513324142 Vall85Met rena SLC26A6 ¢ pucKoM pa3Bu-
TUS1 HeppomuTrasa U HepoKalblIMHO3a Y JeTell C Tu-
TMEPKaTbILITYPUENA.

1,2

0,8
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06 T K
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Puc. 2. Pacnpenenenre 94acTOT T€HOTHIIOB MO MoJuMOphu3mMy
rs4987667 rena TRPV6 y 00JbHBIX ¢ TUNIEPKAJIbIMYPHEN 1 Je-
Teil KOHTPOJIbHOW Irpynmbl.
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Galactosemia: a rare case in pediatric practice

S.Ya. Volgina, R.G. Fatkullina, E.S. Glinskaya

Kazan State Medical University; Republican Children’s Clinical Hospital, Kazan

TaaKTo3eMust — PeIKoe ONACHOE /ISl JKU3HU HACJIEICTBEHHOE AYTOCOMHO-PelleCCHBHOE 3a001eBanue, b depeHIuaIbHas MArHOCTHKA
KOTOPOTO JI0 HACTOSIIIEr0 BPEMEHH IPEICTABISIET GOIbIINE TPYAHOCTH, 0COOEHHO €CJIH 110 KAKAM-TO IPHYMHAM OTCYTCTBYIOT Pe3Y/ITAThI
HEOHATAJILHOTO CKPUHMHTA. B cTaTbe mpeacTas/ieHo KimHmyeckoe Hadmonexnne 10-1HeBHOro namueHTa ¢ KIacCHYecKoii ralakTo3emMueii
1-ro Tuna. OTpakeHa BAXKHOCTH CBOEBPEMEHHOIO IUATHOCTHYECKOTrO MOMCKA M NIEPEBOJIA MAIMEHTA HA 0e3/IAKTO3HbIE CMECH.

Karoueevte caosa: demu, eanaxmosemus, ouaenocmurxa, neuenue.

Galactosemia is a rare life-threatening inherited autosomal recessive disease, the differential diagnosis of which has been very difficult up to
date, especially if there are no results of neonatal screening for some reasons. The paper describes a clinical case of a 10-day patient with
type I classic galactosemia and reflects the importance of a timely diagnostic search and switching him to lactose-free formulas.

Key words: infants, galactosemia, diagnosis, treatment.

pobGiIeMBbl peaKuX OoJie3Hel B Halllell cTpaHe ocTa-
JoTCS KpaifHe aKTyaJbHBIMU. MIMEHHO TeauaTphbl
JIOJIKHBI XOPOIIIO OPUEHTHPOBATLCS B HOBOM, HO OYeHb
CJIOKHOM HampaBJIeHUW MEAULIMHCKOM HayKH, TaK
Kak opdaHHbIe 3a00JIeBaHUS MOTYT MPUBOIUTH K WH-
BaJIMAM3aU U CMEPTHOCTH TTAallMEHTOB KaK B paHHEM
NIeTCTBE, TaK M B cTapiieM Bospacte. [loatomy ocoboe
3HAYeHUE MPUIAETCS BHEAPEHUIO COBPEMEHHBIX METOIOB
JUarHOCTUKHU M pa3paboTKe HOBBIX 3(P(HEKTUBHBIX CIO-
CcO0OB Tepalny peaKNX 00JIe3HEH.
lanakTo3emMuss — TpyIma HacleACTBEHHBIX ayTo-
COMHO-PEIIECCUBHBIX 3a00JIeBaHU, O0OYCIOBIEHHBIX
HEIOCTaTOYHOCThIO (pepMeHTOB (raysiakTo3o-1-docdar-
ypunuitpancdepassl — TAJIT, ramakrokuHasbl, ypu-
nuHandocdaTranakTo3o-4-3mnmuMepasbl), y4acTBYIOLINX
B MeTaboJM3Me TajJaKTo3bl, B pe3yJbTaTe 4ero Hapylia-
€TCsT TIpeBpallleHe TaJlaKTO3bl B TIIIOKO3Y U B OpPTaHU3-
Me OOJIbHOTO HaKarIMBaIOTCSl MPOIYKTHI aHOMAaJIbHOTO
yIJeBOAHOTO oOMeHa (ranakTo30-1-dochar u rarakTu-
to). HakarmuBaroiyecs: MeTabOJUThl BBI3BIBAIOT T10-
paxenue IITHC, mapeHXMMaTO3HBIX OpPraHOB W TPOBO-
LUPYIOT pa3BuThe KaTtapakThl [1]. Hambonee Tsokenoit
dopMoii 00JIe3HU SIBJISETCS rajlaKTo3eMMsI 1-ro TUIIa U ee
KJaccuueckuit BapuaHT. Ee yactora B psiie eBporeickmx
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crpaH coctansieT 1:30 000—40 000 HoBOpOXIEHHBIX [2].
Ien GALT xapTtrpoBaH Ha KOPOTKOM TIeYe XPOMOCOMBI
9p13. B Hactosiiiee BpeMsi MAEHTUMUIIMPOBAHO OoJiee
yem 250 myrauuii reHa GALT, KoTopble ObLTM OOHapyKe-
HBI TIPU CKPUHUHTE HOBOPOXIEHHBIX.

Ha ocnoBanun npukasza Ne 185 o1 22.03.2006 . MuH-
3npascolpa3Butust PO «O maccoBoM 00CIe10BaHUN HO-
BOPOXAECHHBIX JeTell Ha HacJieJICTBEHHbIE 3a00JIeBaHUSI»
HEOHATaJbHBIII CKPUHWHT Ha TajJaKTO3eMUIO TPOBOIST
Ha 4-e CYTKU XU3HU JOHOIIEHHBIM U Ha 7-€ CYTKU KU3-
HU — HEIOHOUICHHBIM JETSM, UTO IO3BOJISIET BHISIBUTH
9TO 3ab0sieBaHUE MPAKTUUECKU y Bcex 00IbHBIX. BMecTe
C TeM B psiie clydaeB MPOBeJeHNe CKPUHUHTa HOBOPO-
JKIEHHBIX OKa3bIBAETCST HEBO3MOXKHBIM MJIU MOXKET OBITh
HapyllleHa OpraHu3alus OKa3aHUs ITOMOIIU 3TUM Je-
TsiM. [ToaTOMY 3HaHUE BpauyoOM TEOPETUYECKUX ACITEKTOB
W TUarHOCTUYECKUX KPUTEPUEB MO3BOJISIET CBOEBPEMEH-
HO TIOCTaBUThb JAWATHO3 PEIKO BCTPEYaloIIMXcs 3a0oJie-
BaHWIi, HA3HAYUTh TTATOTCHETUIECKYIO TepaIrnio U n36e-
JKaTh OCJIOKHEHU, YIPOXAIOIINX KU3HU TTallMeHTa.

KnuHuyecknii npumep

Manvyuk JI. TOCIUTAIM3UPOBAH B OTJIEJICHUE MATOJIO-
MU HOBOPOXAEHHBIX Ha 10-i TeHb XXU3HU B CBSI3U C Ha-
pacTaHueM XeJITYIITHOTO CUHIpOMa.

U3 anamuesa: poguics oT 2-ii OepeMeHHOCTH, 2-X po-
IoB B cpok ¢ Maccoii 3100 1, mHO#M 52 ¢M, OKPY>KHOCTBIO
rojioBel 35 cM. bepemeHHOCTE TpoTeKaia Ha (poHe Tepe-
HecenHoro OPBM B I Ttpumecrpe, detornaneHTapHOM
HenocTaTOYHOCTH. PeOGeHOK poauiicst ¢ olieHKOol 8§ OaylioB
o 1IKaie Anrap, K Tpyay MpUIoXKeH Ha 1-if JeHb KU3HH,
B pommybHOM nome BakimHupoBaH BIIJK. Ipymma xpo-
Bu Matepu — B (III) Rh +, pebenka — A (II) Rh +. Mak-
cUMaJibHasl YObITb Macchl Tema coctaBmia 9,5%. B cBsasu
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C TIOSIBJIEHUEM 3KEJITYXW Ha 4-if1 JIeHb XU3HU OIpeelieH
ormpyouH — 240 MKMOJTE/JT (HOpMa MeHee 256 MKMOJTb/JT
y IOHOIIIEHHBIX JIeTeil), TpoBoauiack pororepanusi. Kposb
Ha HEOHATAJIbHBI CKPUHWHT B3dTa Ha 4-i1 JIeHb XW3HMU.
MaJbuMK BBITTHCAH W3 POAWIBLHOTO JOMa Ha 4-1i IEHb K13~
HM Ha TPYIHOM BCKapMJIMBAaHWM C TMArHO30M: HEOHATaTb-
Hasl JKeJITyXa; pPUCK BHYTPUYTPOOHOIN MH(DEKIINHN.

IIpu nocmynaenuu 6 cmayuonap — BbIPAXKEHHAsT XKeJl-
Tyxa, o0 OUIMPYOUH 637 MKMOJB/M, TpsSIMON — 68
MKMoub/J1. TIpoBoamnack wHpy3uonHas teparnust (10%
pacTBOp TJIIOKO3bI), BBOAWJINCH OEJIKOBBIE ITperaparhbl
(AMuHOBeH), BazoamiaTtatopbl (25% pactBop cynbdara
MarHusi), HOpMaJIbHBII YeJIOBeYeCKUIT MMMYHOTJIOOYJINH,
Mperiapar, yJy4diiaronii MeTabom3M 1 aHeproodecrieye-
Hue TKaHei (DibKap), renaTonpoTeKTophl (Ypcodabk).

Ha ¢done nedyeHust ormevasoch HapactaHue OWUIUpPY-
OMHOBOW MHTOKCUKAILIVM, TOSIBJIEHUE HEBPOJIOTMYECKON
CUMITTOMATUKHU, BOIHO-3JICKTPOJUTHBIX HapYIICHMIA, TTe-
YeHOYHOM HEIOCTATOYHOCTH, Mape3a KuireyHnka. Ha 16-it
JIeHb XXW3HM ObLI TiepeBeieH B OTAEJIeHUE peaHuMaluu
C JMAarHO30M: BHYTpUYTpoOHast uHdekuus, Heaudbe-
peHlMpoBaHHasl. KoHbloraumoHHast KenTyxa TsDKeJon
crernieHd. CuHapoM XoJsecTtasa. bunupyouHosas sHueda-
JIoTnaTusl. YTpoXaeMblid MO XOJIECTATUYECKOMY TeraTHTY.
THoiinbiit oMdanut. bone3sHb oOMeHa (raakTo3eMust, TU-
posuHemus?). Acuut. [lonvopraHHasi HEIOCTaTOYHOCTb.
Llepeodpanbhas umemust I cterneHu ¢ cyOBEHTPUKYISIPHBI-
MU TICEBIOKMCTaMU. [UTepTeH3NOHHBIM cuHapoM. CuH-
JIPOM MBILIEUHOM OTUCTOHUU. BereToBucliepanbHBIe Hapy-
meHust (mape3 kunieyHuka). Dkerko3s Il crenenu. Anemust
TSDKEJION CTETNeHU, CMEIIIAaHHOM 3TUOJIOTHH.

Jlabopamopnoe  obcredosanue. Ha atame obOcie-
noBaHust ¢ 10-ro OHS XKM3HM JO MECSYHOTO BO3pa-
cra pebOeHKa OTMeYaluch aHeMusT — TeMOIJIOOWH
or 101 mo 142 r/n (mocne MepeauToil SPUTPOITUTHOM
Macchl), IpUTpoluTel — OoT 2,9-10%/m mo 4,6:102/mn),
TpoMbGormTorneHust — ot 43-10°/n mo 113-10°/n, cunapom
LINTOJIN3a — TIOBBILIEHWE AaKTUBHOCTU TpaHCAMWHA3:
ajaHUH-acnaprtatamMmuHoTrpaHcgepasslt — 137/135 E/n,
84/107 E/n, cuHapoM xosiectaza — TIOBBIIIIEHUE aKTHB-
Hoctu TamMartytamwitpaHcenentunassl (ITTIT) go 123,5
(Hopma 16—75) E/n, runeponnpyornHeMust 3a CYET HETTpsi-
Moii dpakimu — 637/68 —107/74 MKMOJB/JT, HapyIeHUe
0EJIKOBO-CUHTETUYECKOI (DYHKIUM TMEYEHU — TUIIOTPO-
teuHemusi 45—49,5 (Hopma 51—73) r/7, TUIIONIPOTPOM-
ouHemusi. MoueBuHa, C-peakTUBHBIN 0€10K, KpeaTUHUH
B TMIpeiesiax HOpMEI, anbda-deronpoTenH —18 655 mc/Mi.
B kposu antutena (IgM u IgG) K Bupycam (Liuromerano-
BUPYC, TOKCOTIa3M03a, BUPYC KPACHYXU ) HE OOHAPY>KEHBbI.

KucnoTHO-0CHOBHOE COCTOSTHIE, 37I€KTPOJIUTHI KPOBMU:
pH 7,367 (nopma 7,35—7,45) en., pCO, — 28,9 (Hopma 35—
45) mm pr.ct., pO, — 57,1 (Hopma 80—100) mm pr.cT., BE —
7,5 mmonb/n, Na® — 128,8 (Hopma 135—148) mmonb/m,
K* — 5,58 (nopma 3,5—4,5) mmonb/n. Koarynorpamma:
OT OTCYTCTBHUSI KOATYJISILIMU JI0 CJICAYIOIINX TToKa3aTesei —
¢ubpuHoreH — 2,4 (Hopma 2—4) /1, IPOTPOMOMHOBBII
unnekc (ITTU) — 91,7 (Hopma 70—120) %, MexmyHapos-

Hoe HopMasn3oBaHHoe oTHoteHne (MHO) — 1,02 (Hopma
0,8—1,2), akTMBUpOBaHHOE YaCTUYHOE TPOMOOIIJIACTUKO-
Boe Bpemst (AUTB) — 41,6 (Hopma 28—40) ¢, TPOMOMHOBOE
Bpemst (TB) — 25,9 (Hopma 14—21) c.

IIporeunypust — 1,5 r/n, netikouutypust — g0 3000
B aHasin3e Mmouu no Heuumnopenko. [ToceB kpoBu u 1moceB
Ma3sKa 13 3eBa Ha MUKpodiopy — pocT ¢Jiopbl He oOHa-
pyxeH. [ToceB kana Ha MaTOreHHYIO KUIIEUHY10 (hiopy —
diopa He BbleIEHA.

AHaJIM3 MOYM Ha CKPWMHUHTTECTHI — YMEpeHHasl TH-
TIepaMUHOATIUIYPUSI, CITa00TIOIOXUTEIbHAsI TIpoba PDer-
JINHTA, OYeHb caabomnonoxuTebHas mpooda [eiiHeca.

HecMmoTpss Ha TIpOBOAMMBIN B pecryOJMKe CKpH-
HUHT HOBOPOXXIEHHBIX Ha TaJlaAKTO3¢MUIO U OTCYTCTBHE
CBENIEHUI O TIOJIOXUTEJbHBIX pe3ysbraTax, ObLIO pele-
HO OLIEHUTb YPOBEHb TajakTo3bl B KpoBU. ComepkaHKe
rajlakto3bl B KpoBU (B auHamuke) — 59,0 mr/an (pe-
3yJbTaT HEOHATAJILHOTO CKpMHUHTA), 55,9 1 1,3 (HopMma
1o 7) mr/nn. ConepxkaHue heHUIaJaHMHA B KPOBU B M-
Hamuke — 2,7 1 9,6 (HopMma 10 2) Mr/mt.

OKI' — HapylieHre BHYTPUXKETYTOUYKOBOI TPOBO-
TUMOCTH U TIPOLIECCOB penoJisipu3aliiu, HeroJiHast 0J10-
KaJia MpaBoii HOXKM Tyuka [uca. Dxokapauorpadus —
OTKPBITOE OBaJIbHOE OKHO (3,5 MM), JIOXXHBIE XOpPIbI
JIEBOTO XKeJTylovKa.

Vnbrpa3zsykoBoe uccienosanue (Y3U) neuenu — no-
BBILIIEHWE 9XOTEHHOCTU CTPYKTYP TIEUeHU C eAMHUIHBIMUA
VIUIOTHEHUSIMU TI0 XOIY BHYTPHMIIEYEHOUYHBIX KEITIHBIX
MPOTOKOB, MOPTABHON BEHBI, TIEUEHOYHBIX BEH; TTpaBas
nIojis medeHu 73 M, neBast — 45 mMm. Y3U mouek: neBas
mouka — 60x29 MM, yBelnueHa, mapeHxuma 12 MM; 3xo-
TEHHOCTb TOBBIIIEHA, YallleYHO-JIOXaHOYHAasl cucTteMa
chaBjieHa; TipaBas Touyka — 58%31 MM, yBeiaudeHa, ma-
peHxuMa 14,8 MM; 3XOTreHHOCTb TIOBBIILIEHA; IleJeBast
MUETI03KTa3usI AMaMeTpoM 3,7 MM.

HeiipocoHorpaduss — wuieMruyecKu-reMopparnie-
ckoe nopaxenue LIHC. [NepuBeHTpuKyIsspHOE KPOBOU3-
musitiue 1 crerrenn. CyOBEHTPUKYJISIPHBIE TICEBIOKUCTHI
¢ 06eux cTopoH. TKaHeBbIN THIIEPTEH3MOHHBIN CUHIPOM.
B nuHamMuKe — JUKBOpHAsSI CUCTEMa B TIpefeiaXx HOPMBI.
TunpodunbHOCT, MeHee BbIpaxkeHa, 00po3abl nudde-
pPEHLUPYIOTCS JIyYllIe.

TTpoBomwnacey nuddepeHManbHass JIUArHOCTUKA
C BHYTPUYTPOOHBIMU MHGEKIIUSIMU, Pa3IudHbIMU (HOp-
MaMHM KeNTyX, BKJIIOYasi KOHBrallMOHHYIO, C Aucaxapu-
Ja3HOM HETOCTaTOYHOCTBIO, APYTUMU HACJIEACTBEHHBIMU
HapyIIeHUsIMU 0OMeHa (TalaKTO3eMUsl, TAPO3ZUHEMMST).

Jleuenue: NCKYCCTBEHHAs BEHTWISILIUS JIETKUX (4 HST),
aHTuOakTepuaibHas Tepanus (MepoHeM), reMocraTuye-
ckas Tepanusi (Arnporekc, Bukacosn, mepenuBaHue cBe-
>K€3aMOPOXKEHHON TIJIa3Mbl), KOPPEKIIMs aHeMuu (Tepe-
JINBAHKWE SPUTPOLIMTHON Macchl), (poToTeparnusi, rmoaydat
ropmoHbl (ITpexHusonoH), Giaokaropsl H, rucramuHoO-
BBIX pelienTopoB (JAumenpos), UHIMOUTOPBI TPOTEOTH-
tnyeckux (epmeHToB (KoHTpukai), remaTonpoTeKTopbl
(Ypcodanbk), moueroHHsle TipenapaThl (Bepormnupon),
OpOHXOMUTUKHM (DY(PUIUTMH), BUTaMUHbI (A, E, B ).
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Ha ¢done Tepanun u 6e3/71aKTO3HOM JUETHI COCTOSIHUE
pebeHKa ¢ HEOOIbIIUM YIyYllIEeHUEM — YMEHbIIEHUE XO-
Jlectasza, KynmUpOBaHBI TMPOSIBIEHMST TeraTuTa, pedbeHOK
Ha CaMOCTOSITEIbHOM JBbIXaHUU U KopMiaeHUH. [Tomydaet
cMech «IIperectummin» 1o 90 MIT, ycBauBaerT.

C 1 0o 1,5 mec Haxoduacs 6 omdenreHuu neduampuu
JPKB ¢ duaenozom: HacnencrBeHHass 00Jie3Hb OOMeHa
(ranakrozemusi?) c SIBJIEHUSMHU XOJiecTasa, TreraTura.
bunupybunoBas sHuedanonarus. [lepuHaTanbHOe TO-
paxenue LIHC B ¢dopme aBycTOpoHHE THMpamMUIHON
HEIOCTaTOYHOCTU. BpoxkaeHHBI! mopok cepana (aedexr
MeXMpeacepaHoi neperopoaku). Octpoiii HepuT. AHe-
MM TIOCTIeMOpparnveckasl, cpenHeit crenenu. JIBycto-
POHHSIS TTAXOBO-MOIIIOHOYHAs TPhIXKa.

IMpn puHaMWYeckoM HaOMIOAEHUM B TieAMATpUUE-
ckoM otneneHuun JIPKDB B o61ieM aHamu3e KpoBU OTMe-
4yajioCh CHUXKEHUE coiepKaHus reMoryioonHa no 108 r/i,
TpoMOOLIUTOB — 10 286-10°/71; B OMOXMMUYECKOM aHaJI -
3¢ KpoBU — HekoTopoe yBeanuyeHue aBTuBHOCTU ['T'TTI
(mo 194,4 E/n). U3meHeHus KoaryjaorpaMmbl: (QUOpUHO-
red — 1,7 (Hopma 2—4) r/a, IITU — 52,2 (Hopma 70—120)
%, MHO — 1,41 (nopma 0,8—1,2), AUTB — 26 (Hopma
28—40) ¢, TB — 22 (Hopma 14—21) c.

ITo nanubiM Y3 — neyeHb 6€3 MaToJIOruun, KeTUHbII
Mmy3bIpb — Tiepern6 B objacTu Teya u meiiku. [Momkeny-
TIOYHAasI KeJie3a U cee3eHKa — 6e3 ocobeHHocTel. JIeBas
noyka — 58x23 MM, nosHoe yaBoeHue (?), 9XOreHHOCTb
yMepeHO ToBbIIIeHa, TuddepeHIInans Xopolasi, e-
soakTasus. [TpaBas nmouka — 50%20 MM (HOpMa), 9XOTreH-
HOCTb yMePEHO MOBbIIIeHa, T hepeHIINAINS XOpolIas,
YalleyHO-JIOXaHOYHAsK CHUCTeMa YIUTOTHEHa.

PebGeHOK BBITIMCAaH JOMOW B YIOBJIETBOPUTETHHOM CO-
CTOSTHUY TI0J1 HAaOJTI0ieHe TeHEeTUKA U TeauaTpa.

Koucyavmauyus eenemuka 6 éozpacme pebenka 4,5 mec.
Ponmutenu u cubc 7 et 310poBEI, Opak poauTesieil HEpoI-
crBeHHbIi. [TpoBenena JIHK nuarHoctuka B nabopato-
puu HacJieACTBeHHBbIX Oosie3Heit oomena MT'HLI PAMH.
3akmoueHue. Y pedenka B reHe GALT (HaciencTBeHHast
rajakTo3emus I-ro Thma) oOHapykeHa yacTasi MyTalust
QI188R B rerepo3uroTHOM COCTOSTHMHU. Takum oOpazoMm,
JIMarHo3 rajjakTo3eMuu [-ro Tuma noarBepkaeH. JIJst BbI-
SIBJICHUST BTOPOI MyTallMM TPeOYeTCST TTPOIOJIKUTL MOJIEe-
KYJISIPHO-TeHETUIEeCKOEe MCCIIeIOBaHNE.

Ha MoMeHT mociemHero ocMoTpa TeIUaTpoOM: pe-
O6eHKy 4,6 Mec. Kaob Ha COCTOSTHUE 3M0pOBbsSl peOeHKa
pOIUTETN He TPEAbIBISIOT. [Ipn 0OBbEKTUBHOM OCMO-
Tpe MaTOJIOTMUECKNX U3MEHEHMIT He BBISIBIIEHO, B Macce
npubasisier. Macca — 6400 xr, minHa Tena — 62,5 oM,
OKPYXHOCTb TOJIOBBI — 41 ¢M, OKPYXXHOCTh Ipyau — 39
CM, YTO COOTBETCTBYET TapMOHUYHOMY (DU3NIECKOMY
pa3BUTHIO (HOPMOTPODUSI-HOPMOCOMHUSI).

00cyxaeHue

TajakTo3eMusT TIPENCTaBISIET CEPBhE3HYIO TIPOOIeMY
B MPaKTUUECKON METUIIMHE B CBSI3W C TSDKECTHIO COCTOSI-
HMSI OOJTBHBIX ¥ (DOPMHUPOBAHUEM CEPhE3HBIX OCTOXKHEHUIA.
IMpu oTcyrcTBUM JieueHMsT 3a00JieBaHUE TIPUBOMUT K Jie-

TanbHOMY Mcxomy. CremyeT TOMYepKHYTh, YTO Kilaccuye-
cKasl TaJlakTo3eMUsi — HauboJiee Tspkesast ¢hoopMa Hapylie-
HUST MeTabOoJIM3Ma TajlaKToO3bl, TIPU KOTOPOI Pa3BUBAIOTCS
OTacHbIE JIJIS1 XKU3HU OCJIOXKHEHUST, BKITI0Yast CETCrc, TUTIO-
JIMKEMUIO, TeNaTOLEILTIONSIPHBIC TIOBPEXKIEHMSI, TeMOppa-
TUYECKUI T1AaTe3, KeITyXy, CyI0pOTH, MUILEBYIO HETIEPEHO-
CHUMOCTb. Y BbIKMBIINX MJIQICHIIEB, KOTOPBIE MPOIOJIKAIOT
MOJIy4yaTh JIAKTO3Y, pa3BMBAIOTCSI CEPhE3HbIE TOBPEXKICHUS
TOJIOBHOTO MO3Ta, KPOBOU3IUSIHUE B CTEKJIOBUIHOE TEJO,
MpUBOsIIee K cliernore, KarapakTa. [lpy kimaccuueckoi
¢opMe ranakTo3eMUM BO3ZMOXHBI OTCPOUYEHHBIE TIPOSIBIIE-
HUs1 00JIe3HU B BUJIE HEBPOJIOTMUYECKOTO AehUuLinTa (TpemMop,
JIMCTOHUSI, IKCTparMpaMUIHbIe HapYIIeHUs C aTaKCHei),
HapylIeHWsl peuu, OTCTaBaHUE B POCTE, MHTEJJIEKTYaJIbHOM
pa3BUTHH, Y IeBOUEK (hOPMUPYETCSI TIPEKAeBpEMEHHAs He-
JIOCTaTOYHOCTb SIMYHUKOB [3—14].

IIpu Juggpepenyuanvhoii duacHocmuke earaKmosemuu
clielyeT UCKITI0YaTh HAC/IEICTBEHHYIO HETTIEPEeHOCUMOCTh
GpykTo3bl (nedunut GpyKro3o-1-docdat anbaonassl),
MH(EKIMOHHbBIE 3a00JIeBaHMsI, 0OCTPYKTUBHbBII BApUAHT
JKeTYHOKAMEHHOM 00JIe3HU, BKJI0Uasi CUHIPOM AJaxu-
JIsT, IPOTPECCUBHBIN CEMEUHBINT BHYTPUNIEYEHOUHBIA X0~
nectas (bonesHs Byler), neduuut nutprHa, reMoxpomMa-
TO3 HOBOPOXIIEHHBIX, TAPO3UHEMMUIO [-TO THUTA, OOJIe3Hb
Hwumana—ITuka tun C u np.

CremyeT MOMHUTb, YTO TP FalaKTO3eMU U HEOOXO I~
MO MCKJIFOUMTh M3 pallioHa TPyIHOE MOJIOKO, MOJIOYHbIE
cMecH, cofiepKalliue JIaKTo3y, KOPOBbEe MOJIOKO, MOJIOY-
HBIE TIPOAYKTHI, TIPOAYKThI, COIepKalllie Ka3eMH 1 ChIBO-
poTKy. Psii MpomayKToB pacTUTENIbHOTO TTPOUCXOXKIACHUS
COMEPKUT OJIMTOCaxapuabl — TajJlaKTO3U/IbI, a TIPOAYKThI
SKMBOTHOTO TIPOMCXOXKAEHUSI — HYKJIEOTIPOTEUHBI, KOTO-
pbIe MOTYT OBITh TOTEHIIUATLHBIMU UCTOYHUKAMMU TaJlak-
TO3bI. [lalieHTHI ¢ rajTakTo3eMueil Hy>KIaroTCsI B COOJTIO-
JIEHUW TUETHI B TeUeHUE BCEi XKU3HM.

BaxxHo He 3a0bIBaTh, YTO CYIIECTBYIOT JIEKAPCTBEHHbIE
Mperaparsl, coJaepxXalllye JaKTo3y WA TajJlakTo3y B Ka-
YecTBE BCIIOMOTATEIbHBIX CPEJCTB (TaOJETKM, KarlCyJibl,
MOJC/AIEHHbIE JIMKCUPBI, TOMEONaTUIecKre Tperapa-
Thl), KOTOpBIE CJIEIyeT MCKJI0YaTh, OCOOEHHO B MEPUOI
MJazieHJYecTBa. Hesb3st Takke 1mojib30BaThesl HaCTOMKaMu
U CIIUPTOBBIMU JIEKAPCTBEHHBIMU (DOpMaMM, 3aMeIsTiO-
IIUMU SJIMMUHAIIMIO TaJIaKTO3bI U3 TIEYEHU.

WccnenoBaHus MOKa3bIBaOT, YTO, HECMOTPSI Ha Orpa-
HUYEHUE SK30TC€HHOTO TOCTYIJIEHUSI TaJlakTO3bl B Op-
raHu3M pebeHKa, CYIIECTBYeT SHAOTEHHasl BbIpabOTKa
rajakto3sl B KosnuectBe 1,0—2,0 r/cyt. st cHUKeHUST
00pa3oBaHUs rajakTo3o-1-¢ocdara UCTIONB3YIOT UHTU-
OuTOpHI (hepMeHTa ralakToKuHassl [15].

3aknovyeHue

HecMoTpst Ha TO UTO rajakTo3eMMsI OTHOCUTCS K peJl-
KUM 3a00JIeBAaHUSIM U JUArHOCTUPYETCSI B pe3yJIbTare
MPOBENEHUs] HEOHATAJIbHOTO CKPUHWHTA, WHOTJAA MO-
TYT BCTpedaThbCsl ciydaud, Korja JIeTH MO KaKUM-JIMOO
NpUYMHAM He ObLIM 00C/IeNoBaHbl Ha TaJaKTO3eMUIO
i uHdopmanusi o 60JbHOM pebeHKe CBOEBPEMEHHO
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Boneuna C.4. u coasm. Tanakrozemus y ieTeil — peikoe HabJoieH e B TIPAKTHKE MeauaTpa

He TiepenaBajach Y4acTKOBOMY Bpady-reauatpy (Kak
B TIPEACTaBJICHHOM KJIMHUYECKOM ciydae). [loaromy,
TIPEKIIe BCETO, TIeAUaTp MOJIKEeH 3HATh OCHOBHBIE acTIeK-
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