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MNEPEQOBAS

JInzocomubie 00J1€3HH HAKOIIEHNSI — aKTyaJIbHas Mpo0.JieMa neauaTpiuy U COBPeMEHHbIE

BO3MO2KHOCTH MATOI€HETUHYECKOI0 JICUCHUA

11.B. Hosukoe

Hay4yHo-nccnenoBaTenbCkmin KIMHUYECKUI MHCTUTYT neauaTtpum, Mockea

Lysosomal storage diseases: The topical problem of pediatrics and the current possibilities

of pathogenetic treatment

P.V. Novikov

Research Clinical Institute of Pediatrics, Moscow

OTpaxeHbl aKTyaJbHble MPOOIEMbI JIM30COMHBIX 00JIe3Heil HAKOMJIEHHS, OTHOCSIIMXCS K rpynne peakux (opdanHbix) 3a00eBa-
Huid. IToBbleHHOE BHUMAHKE K 3TOM MATOJIOTMH 00YCJIOBJIEHO, MPEXKe BCEro, MOSIBUBIIMMHUCS BO3MOXKHOCTAMH NATOT€HETHYECKOM
Tepanuu C MOMOIIbI0 FeHHO-HHXKeHePHbIX ()ePMEeHTO3aMEeAIONIMX NMPEeNnapaToB il KOPPEKUMH META00JMYECKHX PACCTPOICTB.
ITomuepkHyTa BBICOKASI COBOKYNHAS YACTOTA ITHX 3a00/IeBAHMI, YTO CJIYKHUT OCHOBAHHEM /ISl TPEIJIOKEHUS N0 BKIIIOUEHUI0 UX
B KATeropuio 0oJie3Hei, Noajiexkamux MaCCOBOMY HEOHATAJILHOMY CKPHHMHTY. /IaHbl KpaTKHe XapakTePUCTHKH OTAEIbHBIX (hopMm
JIN30COMHBIX 00JIe3Heil HAKOIUIEHHS] — MYKONOJIMCAXapHI030B, MYKOJIUNNUI030B, C(YMHIOIMNNI030B, MPEACTABIEHbI CIOCOOBI MX
Jevyenusi. OOpaieHo 0co000e BHUMAHKHE HA HEOOXOAUMOCTD NPO(HUIAKTUKH JAHHOI MATOJOTHH C HCTIOJIb30BAHNEM COBPEMEHHBIX Me-
TOJOB MEAUKO-TEHETHYECKOTO KOHCYIBTHPOBAHMS, YTO JAET BO3MOKHOCTb YMEHbUINTh FeHeTHYECKHIi rPy3 /ISl 00LIECTBA M CEMbH.

Karouesvie cnosa: demu, au30comHble 601e3HU HAKONAEHUS, MYKONOAUCAXAPUOO3bl, MYKOAUNUOO3bL, COUHEONUNUOO3bL, 2EHHO-UHIICE-
HepHble npenapamol, epmeHmo3amewarouds mepanus, npoYUAGKmuKa.

The paper presents the topical problems of lysosomal storage disorders that belong to a group of rare (orphan) diseases. Increased
attention in this pathology is primarily due to the emerged possibilities of pathogenetic therapy with genetically engineered enzyme
replacement agents to correct metabolic disorders. Emphasis is placed on the high total rate of these diseases, which serves as the
basis for proposing their inclusion in a category of diseases to undergo mass neonatal screening. The paper briefly characterizes
individual forms of liposomal storage diseases, such as mucopolysaccharides, mucolipidoses, and sphingolipidoses, and presents
their treatment options. Particular attention is given to the need for preventing this pathology, by using up-to-date medical genetic
counseling methods, which lets us reduce a genetic load for society and a family.

Key words: children, lysosomal storage diseases, mucopolysaccharidoses, mucolipidoses, sphingolipidoses, genetically engineered

agents, engyme replacement therapy, prevention.

acje/CTBeHHbIe 00JIe3HU OOMEHAa BEILEeCTB — Hau-

0oJiee c0XHasi M O0UIMpHas TpyIa 3a00JeBaHUA,
ONIMOKM B MMAarHOCTUKE KOTOPBIX YacTO BCTPEYAIOTCS
B neavaTpuyeckoil npaktuke. HacnencrBeHHble 6oses-
HU oOMeHa HacuuTbiBaloT okosio 800 3aboseBanHuii [1].
Hx gactora, IO JaHHBIM MAacCOBOTO CKPWHHWHTA, OIle-
HuBaetcs kak 1:1000 xuBopoxneHHbIX [2]. Cpenu 3roit
TPYIIIBI 3a00JIeBaHUI B TIOCICIHUE TOMBI OCOOYI0 aKTy-
ATBHOCTh TIPUOOPETAIOT JIM30COMHBIC OOJIE3HW HAaKo-
TJICHUST, KOTOPBIE BKIIIOYAOT OKOJIO 60 HO30JIOTMYECKIX
(opm. IloBbllleHHEe BHUMaHUS K 3TOW MATOJOTUU OO-
VCIIOBJIGHO, TIPEXIE BCErO, TOSBUBIIUMUCS BO3MOXK-
HOCTSIMU ITATOTCHETUYCCKON TepaIliiy C TIOMOIIBIO TeH-
HO-WHXEHEPHBIX (hepMEHTO3aMENIAIONINX TIPerapaToB
IUTSI KOPPEKIIUHA METa0OJTMIECKUX PACCTPOMCTB.

© N.B. Hoeukos, 2014
Ros Vestn Perinatol Pediat 2014; 4:4-9

Anpec nas koppecnionnenn: Hosukos [letp BacunbeBud — a.M.H., ipod.,
PYK. OTZIeJIeHMsI ICUXOHEBPOJIOTUY U HAC/IeICTBEHHbIX 3a00/1€BaHMii ¢ Hapy-
menrem renxukn HUKHW nenuatpumn

125412 Mockaa, yn. Tanmomckast, 1. 2

JIuzocomMHble 0O0JIE3HU HAKOIUIEHUSI  OTHOCSITCS
K peakuM (opdaHHbIM) 3a001eBaHUsIM. YacToTa OTAEb-
HbIX hopm Kogedsercst ot 1:40 000 no 1:1 000 000 u pexe;
cymmapHast yactora cocrapisier 1:7000—1:8000 HoBopo-
KIEHHBIX. B HEKOTOPBIX CTpaHaX IBITAIOTCSI IIPOBOIAMTH
MAacCCOBBIII CKpUHUHT Ha 3TU 3a00JieBaHus [3].

B Hacrosiiiee BpeMsT BBIIEISIIOT CIICTYIONTUE TPYITITHI
JIN30COMHBIX 0OJIe3HEl HAKOIUICHUS: 1) MyKoIoJmca-
Xapuao3bl; 2) aunuao3bl (chuHroaunuaosbl — GMI1-
1 GM2-raHrino3uao3sl, 60Je3Hb [o1ie, rajakrocuaimn-
o3, rpanyiemaro3 Mapbepa, reiikogucTpodu, 60JIe3Hb
Humanna—ITvka tunst A v B u 1p.); 3) MyKOJUIIUIO3bI,
4) ruKonpoTeuHo3bl (PykKo3uao3, cCUaIUI03, MAHHO3U-
1103, 00J1e3Hb HaKoIUIeHUs riaMKoreHa 11 Tnmma — 6oJie3Hb
IMomme, 6ose3Hb JlaHOH U /1p.); 5) HEMpOHAIbHbIE LIEPO-
WIHBIE JUTTOMYCIIMHO3BI; 6) npyrue 0OJIe3HW HaKoILIe-
Hus (6osie3Hb Humanna—Iluka tun C, 6one3Hb Bojib-
MaHa, 0O0JIe3Hb HAKOIUICHUS XOJIECTepUHA, ITUCTHHO3,
6osie3Hb Caja, MMKHOAM30CTO3 U JIp.).

KimmAandeckue MposIBICHUST JIM30COMHBIX OOJIe3Hei
HaKOTUICHUsI JOBOJIBHO BapuaOebHBI — OT TSTKEJIOMN
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Hosuros I1. B. J]uzocomHble 0601e3HN HAKOTUIEHUS — aKTyaJbHasd l'lpOGJICMa TneauaTpun U COBPEMEHHBIE BOSMOXHOCTH IMMATOT€HETUYECKOTO JICUEHUA

BOMSIHKM IUIONA W paHHel MaHudecTaluu [0 JETKuX,
MaJIOCUMIITOMHBIX (hOPM, KOTOpbIE BCTpEYAIOTCSl Jaxe
y B3pocibix. [laToreHeTnueckre mMexaHuU3Mbl 3a00JieBa-
HUN MMEIOT CXOACTBO M OOYCJIOBJIEHBI IJIaBHBIM 0Opa-
30M MyTalUMUSIMU CTPYKTYPHBIX FT€HOB, 00ECIIEUUBAIOLIUX
KOHTPOJIb BHYTPUJIM30COMATIbHOIO TUIPOJIM3a TaKUX
MeTabOJUTOB, KakK MNIMKO3aMUHOIJMKAHbI, TJIMKOIMPO-
TEeUHbI, TJMKOIUNUAbL. B pe3ynbrate mpoBeaeHHbIX MO-
JIEKYJISIPHO-TEHETUUECKUX MCCJIEAOBAHUI YCTAHOBJIEHO,
YTO B OCHOBE JIN30COMHbBIX 00JIE3HE HAKOTIEHUS JIeKaT
MyTallMM TE€HOB, MPUBOASLIME K HAPYLIEHWIO MPOLEC-
COB CHUHTe3a, KaTaboju3Ma M TPaHCIOPTa JM30COMHBIX
(epmeHTOB, 0€IKOB-aKTMBATOPOB WJIM TPAHCITOPTHBIX
0eJIKOB, KOHTPOJIUPYIOUIMX TPAHCTIOPT CyOCTPaTOB, MO/~
JiexXalux ruiposin3dy. bosbLIMHCTBO JIM30COMHBIX 00JIE3-
Heil HaKoIIeHUs1 — 3TO (hePMEHTOMNATUH.

MykonoJmcaxapuao3bl

Cpeau Bcex 0oJIe3HE HaAKOIUIEHMSs] B MeavaTpuye-
CKOHM MpakTUKe ¢ HauOOJIbILIIEH YacTOTON BCTPEYAIOTCs
MyKornoaurcaxapuaosbl. [1pu aToii natosoruu B pe3ysibra-
T€ HEIOCTaTOUHOCTU JIM30COMHBIX (DEPMEHTOB M3MEHSI-
€TCs1 KaTaboJIM3M OCHOBHOTO BEILIECTBA COEMHUTENbHOM
TKaHU — [JIMKO3aMUHOTIMKaHOB. [TpoucxoauT HaKorie-
HUE IMKO3aMUHOMIMKAHOB B JIM30COMaXx, YTO MPUBOAUT
K rpy0oii KJIETOYHOI MaToJIOrMv U BOBHUKHOBEHUIO Xa-
paKTepHOU KJIMHWYECKOW KapTWUHBI. B Haleit KIMHMKe
(n-p men. Hayk A.H. CemsiukuHa) HaOmonanucey dosee
150 GonbHBIX ¢ Mykoroaucaxapumo3damu [4]. B ta6ma. 1
MpeACTaBIEHbl THUIIBI MYKOIOJMCAXapUI030B, BbIIEISI-
eMble B HAcCTosiliee BpeMsl B COOTBETCTBUM C (hepMeHTa-
TUBHBIM J1e(PEeKTOM U MEPBUYHO HAKATUIMBAEMbIMU TJIU-
KO3aMMHOTJIMKaHAMU.

JI71s1 mpaKTUYecKuX 1eseil Bce TUIbl MyKoIoaucaxa-
pUI030B ynobHee AEJUTb Ha JIBe TPYIIbl — TypJeprio-
NIOOHBI ¥ MOPKMOTIONOOHBIN eHoTunsl. [locaennuit
BKJIIOYAET CUHApOMbI MopKHo A u B, a ocTasibHbIe TUTTbI
BXOJISIT B IypJ1eprogo0HbIii (heHOTHUII.

BHelliHMe TpU3HAKU PA3JIMYHBIX TUIIOB MYKOIOJIU-

caxapuao30B JOBOJbHO creuuduyHbl. 3abosieBaHus
XapaKTepU3YIOTCsl 3aJepKKOil pocTta, NHUCHPONOPLUO-
HaJIbHOM CTpOE€HUEM cKejieTa (KOpPOTKHE TYJIOBMIIIE
W 11IesT, JTMHHBIE KOHEYHOCTH), TPYOBIMM YepTaMH JIULIA,
KOCTHBIMU JAecdopMalysiMu (TPyAWHBI, Yepera, Mo3BO-
HOYHMKA, KOHEYHOCTEH), TYTOMOABMKHOCTBIO KPYITHBIX
U MeJIKUX cycTaBoB. Kak mpaBujio, oTMevaroTcsl peiakue
3yObl, TUCTPOMUs 3yOHOI dMalli, MHOXECTBEHHBIN Ka-
puec, MakporjiocCHsl, TMIEPTEJOpU3M [Jla3, 3amaBliee
MepeHoChe, HU3KOPACIIONIOXEHHbIE YIIHbIE PAaKOBUHBI,
rernarocruieHOMErausi, axoBO-MOIIOHOYHbBIC U MYIT0Y-
HbIe TPBIKU, TUMNEPTPOGUsS TUMPOUIHOTO TIOTOYHOTO
kosblia. TunuuHa natosorust co ctopoHbl HHC (cHu-
JKEHUE MHTeJIJIeKTa, 4acTo JOBOJbHO Ipydoe), opraHa
3peHUs (MMIOMYTHEHUE POTOBUIIBI, TJIayKoMa), CepAaeuHO-
COCYAMCTOI CHUCTEMbI (Yalle HEeIOCTATOYHOCTh Kjamna-
HOB cepJilia) u ciiyxa (Tyroyxocts). BaxkHO MoaguepkHyTb,
YTO MPU3HAKU 3a00JIeBaHUSI OOBIYHO OTCYTCTBYIOT B IE-
puoie HOBOPOXIEHHOCTUM WM B Hauajle IMepBOro rojaa
KU3HU. OHM MPOSIBIISIIOTCST CTEPTHIMU CUMITTOMAMHU W3-
MEHEHHUsI BHEUTHUX YepT JIMLA U MTOCTEIIEHHO Mporpec-
cupytoT. OrpyGsieHue YepT JiMila CTAHOBUTCSI 3aMETHBIM
TOJIbKO BHUMATEJIbHOMY Bpady U IPU CTPOTOM HalOJIIo/Ie-
HUMU 3a pa3BUTUEM peOeHKa [4].

IlepBble cBemeHUsT O MYKOMOJMCAXapua03ax MOSIBU-
quchk B 19171, korma C. Hunter omucan y aByx OpaTheB
8 1 10 1eT u3MeHeHUsI OTIOPHO-/IBUTATEIbHOTO arrapara,
renaTrocruieHo- U KapAUOMETaiMio, a Takxke HeOOJbLIoe
cHwxkeHue uHtesekra. JBa roma criyctst G. Gurler Ha-
OJsroana UACHTUYHYIO, HO 0oJiee TSIKEIYI0 KIMHUYECKYIO
KapTUHY 3a00JieBaHUS Y IBYX MAJIbYMKOB, HE COCTOSIBILIMX
B KPOBHOM pOJICTBe. BriocieacTBuu, BHEUIHEE CXOICTBO
00JIbHBIX C (hurypamu, ykpaiasiuimmMu Cobop napuKcKoi
OGoromatepu, MOCIYKWJIO OCHOBAHUEM JUIsl 00 beIMHEHUSI
NAHHOM TpynIbl 3a00JeBaHUI O] HA3BaHWEM Taprou-
yu3M. B 1952 . G. Brante BbIIenns M3 nedyeHu OOJIbHBIX
dpakimio, conepKaBIlIyIO TeKCO3aMUH U YPOHOBYIO KHUC-
Joty. UMeHHO ¢ 3Toro roja, 6jarogapsi JaHHbBIM HCCie-

Tabauya 1. Tvanbl MyKonomcaXapui030B M HAKAILTMBAEMBIX LIMKO3AMUHOLTMKAHOB [5 1 1p. ]

Ho3sonornueckas popma Jeduuut dpepmeHTa YacTtora Tun TAT
MIIC I a-L-unyponunasza 1: 35700 JC, TC
MIIC II WnypoHar-2-cynbdaraza 1: 93 000—200 000 AC, I'C
MIIC IITA Ienmapan- N - cynbdarasa 1:53 000—370 000 Ic
MIIC I11B 0-N-aueTuiroko3aMUuH1Ia3a rc
MIIC IIIC Auetnin- KoA:0-riioko3aMuHUI-aleTUITpaHchepasa Ic
MIIC IIID N-aleTUIrII0K03aMIH 6-CyJibdaTtasa Irc
MIIC IVA N-aneTuiarazakro3aMuH -6-cyabdaTcyibdaTtasza 1: 76 000—1 420 000 X6C, KC
MIIC IVB B-ramakrosumasza KC
MIIC VI N-areTmirajakTo3aMuH-4-cyabgarasza 1: 207 000—2 000 000 X4C, J1C
MIIC VII B-D-raokopoHumasa 1: 345 000—2 100 000 X4, 6C, AC, I'C

IIpumeuanue. TAT — rmukoszamuHornukanbl; J1C — nepmatancyibdar; ['C — renapancynbdar; X6C — XoHApUOTUH-6-cyibdaT; X4C — XOH-
npuoTnH-4-cynbdat; KC — keparaHcyiabdar. 3aech u B tad1. 2 u 3: MITC — Mykomnoucaxapuaos.
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TOBaHUSIM, B JIUTEPAType MOSIBUIIOCH HOBOE COBPEMEHHOE
Ha3BaHMeE ITaTOJIOTUY — MYKOTIOIMCcaxapumo3sl. JlapHeli-
I aHaJM3 TT0Ka3aJl, YTO BBIICICHHBIC BEIICCTBA SIBJISI-
JIUCh TIIMKO3aMWHOTTIMKAHAMU, 3aTeM OBbLT WICHTH(U-
IIMPOBaH WX KOJMYCCTBEHHBIN U (DPAaKITMOHHBIN COCTaB
1 OTTpeIeIeHbI TTOKA3aTe M TTIOYeTHOI SKCKPEITUH.

MyKoIToIMcaxapumo3bl BXOAST B TPYIITY peakux (op-
¢anHbIX) 3a00seBaHUil. B cooTBETCTBUU C MPUHSTHIM
B Hamreii crpaHe ®emepalbHBIM 3aKOHOM OT 21 HOSIOpsI
2011 . Ne323 «O06 ocHOBax OXpaHbI 3I0POBbsI TpaxkiaH
B Poccuiickoit denepanmu» K KaTeropuu peakux 3a60-
JIEBAHWI OTHOCSITCSI OOJIE3HM C ITOKa3aTeJeM YaCTOTHI
Bcrpeuyaemoctu 10 Ha 100 000 Hacenenust u pexe. Ilo-
KazaTeJqu PacIpOCTPAaHEHHOCTH B IOMYJISIINA MYKOIIO-
JINCaXapua030B M APYruX (POPM JTM30COMHBIX OOJIC3HEU
HaKOTUICHUS TIPUBEICHBI B Ta0II. 2.

JuarHoctuka 3a0osieBaHUil Oa3upyeTcsl Ha JaHHBIX
KJIMHUYECKOTO O0C/IeN0BaHUS, OMOXUMUUYECKUX UCCIIe-
TOBAaHUI U OTIpPENEeICHNs] CTETICHN CHIDKCHUST aKTUBHO-
CTH COOTBETCTBYIOIINX (DEPMEHTOB, a TAKXKE Pe3yJIbTaTax
MOJICKYJISIPHO-TEHETUIECKOTO ~ aHaJI3a U BBISBICHUS
MyTaruit TeHoB. O0JIeT9aeT TUarHOCTUKY BO3MOXHOCTh
TTOJTHOW MICHTU(MUKIIMKA BCEX THIIOB MYKOITOJIMCAXaph-
II030B Ha ocHoBaHuM mpoBeaeHus: JIHK-auarHoctrku
Y TIOJTHOTCHOMHOTO CEKBEHUPOBAHUSI.

Hawnbosnee 9acTbIMU MyTaIlUSIMU TP MYKOTTOJTACAXa-
punose tuna Iy esponeiiues cuuraiorcs Q70X nu W402X,
B TO BpeMsl Kak MyTauusi R89Q HabGionaeTcs mpeumy-
IIIECTBEHHO Y SITTOHIIEB. B poccuiicKoii Mommyssiuy pac-
npoctpaHeHHOCTh ayteneit W402X u Q70X cocrasisier
4 n44%, grto HanboJiee OMM3KO K IOKA3aTeIsIM Cpeau
HaceJIeHWs] CKaHIWHABCKUX cTpaH (17 m 62% cooTBeTCT-
BEHHO) U 3HAYUTEJbHO OTIMYACTCS OT TAKOBBIX Y aHTJIO-
CAKCOHCKUX XXUTEJEH.

MNEPEQOBAS

B namreit ctpane 50% nHocuteneit awtens Q70X mpo-
xuBatoT B LlenTpansHO-EBponeiickoMm pernone Poccun
(MockoBckasi, Bmamumupckass u Tynbckast ob6iacTu).
Hapsimy c3TuM ycTaHOBIIEHO, YTO Y OOJBHBIX IPYTHX
atHuYeckux rpynn obiBiiero CCCP (tatapbl, rpy3uHbl,
apMsiHe, Y30eKM, TYpPKMEHBI) pa3BUTHE 3a00JIeBaHUS
HU B OIHOM CJlyyae He ObLIO0 OOYCJOBJIEHO MYTallMsI-
mu W402X 1 Q70X. CpaBHUTE/bHBIN aHAIU3 MoOKa3all,
YTO TOMO3WTOTHOCTh WJIW CMEIIaHHAsT TOMO3WTOTHOCTD
0 YKa3aHHBIM MyTalMsIM BJIeUYeT 3a coboit hopmMupoBa-
HHE TSDKEJION KIMHUIECKOW CHMMITOMATMKWA CHHIpOMa
Iypaep, B To Bpemst kak myTtaiust R§9Q MoxeT ObITh Mpu-
YyuHOM Oosiee Jierkoro TedyeHus: 6osie3Hu [7]. TpynHoCTb
JTUATHOCTUKHA MYKOIIOJMCAXapruaI030B COCTOUT B TOM,
yTto 3H3uMO- U JIHK-auarHoctrka B Halleil crpaHe rpo-
BOISTCS TOJIBKO B KPYITHBIX (hemepalbHbIX IIeHTpax. He-
penko BepudWKALWS TATOJIOTUH SIBJISIETCST TOPOTOCTOSI-
e ¥ MaJIOMOCTYITHOI MHOTUM ITaIIMCHTAM.

MoeKyIIpHO-TeHeTUIeCKOe TOATBEPXKICHUE -
arHo3a KpaifHe BaXKHO IUISI BBIOOpAa TAaKTMKW TEparviu
KaXIoro THITAa MYKOITOJIMCcaxapumo3a. B HacTosiee
BpEMST TOJIBKO JUIS TPEX THUIIOB MYKOITOJIMCAXapUI030B
(I, IT u VI) pazpaboTtaHbl reHHO-UHXEHEPHbIE JIEKAPCT-
BEHHBIC TIperapaThl, KOTOPHIC YCITCITHO TPUMEHSIIOTCS
BO MHOTMX CTpaHax MUpa, B ToM uucie B Poccuu. B Tab1.
3 yKazaHBbI JICKapCTBEHHBIE TIpeTapaThl, UMEIOIINE PeTr-
CTpallii0 Ha MPUMEHEHMe Ha TeppuTopuu Poccuiickoit
®enepanu.  Paspabotka u BHeapeHne 3(dOEKTUBHBIX
crnoco6oB (pepMeHTO3aMeNIaoNIed Tepanuu Jajld OCHO-
BaHWE JUIS TIPOBENECHUSI PACIIMPEHHOTO HEOHATAIBHOTO
CKPUHUHTA Ha psii PopM MyKoTorcaxapuao3os [3].

MyKoamMnua03bt

Cpen MYKOJMIIMIO30B Hambojee M3BECTEH MYKO-
yununo3 Il tuna, wnu [-xierouHast 60Je3Hb, KOTOpast

Tabauya 2. PacnpocTpanenHOCTDb peIKuX (0p(haHHbIX) TM30COMHBIX Go/1e3neii Hakomienus (Eurordis, 2012) [6]

Ho3sonoruueckas hopma

[Toxazarenu pactipocTpaHEHHOCTH
(oueHOouUHbIe faHHbIe Ha 100 000 HaceneHusT)

MIIC, Tum |

MIIC, Tum 1T

MIIC, Tum 111

MIIC, tun IV

MIIC, tun VI

MIIC, tun VII

bonesnp Humanna—ITuka tun A
bonesnr Humanna—ITuka tun B
bonesnr Humanna—ITuka tun C
Bonesunr ®abpu

bonesns [ome |

Bbonesns lomre [

bonesns [owre [

bonesnp [Momme

1,3

0,6

1,1

0,4
0,16

<4() onyOGJIMKOBaHHBIX CITyJaeB

0,25
0,4
0,85
1,75
0,94
0,01
0,05
1,1
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Hosuros I1. B. J]uzocomHble 0601e3HN HAKOTUIEHUS — aKTyaJbHasd l'lpO6J'[€Ma neaaTpun U COBPEMEHHBIE BO3SMOXHOCTU IMATOTCHETUYECKOTO JICYCHUS

HacJIeoyeTcsl 10 ayTOCOMHO-PEIleCCUBHOMY THITY. [eH
mykonunuao3a II (GNPTA) kapTupoBaH Ha JUIMHHOM
mjaedye xpomocoMbl 4, Biokyce q 21—q23—4q21—q23
[1]. MaTonorusi obyciaoBIeHa HENOCTATOYHOCThIO JTU30-
coMHoro ¢epmenTta N-aleTUIrII0Ko3aMUH-1-dochdo-
TpaHchepasbl, TPUHUMAIOIIETO yIacTHE B IPOIECCUHTE
U TpaHCTIOpTe (EPMEHTOB B JIM30COMBI. [-KJleTOUHast
00J1e3Hb MOJyYMJia CBOE Ha3BaHUE OT ClOBa inclusion —
BKJIIOYEHUE, KOHCTAaTUpYIollee 0OHapyXeHHe y O0JIBbHbBIX
B JiMMdoruTax, ¢GpudpodIacTtax, rermaTolunTax W IPyTuX
KJIETKaX HEOOBIYHBIX IIUTOIIA3MATUICCKIX BKITIOUCHMIA,
COCTOSIIIIMX M3 ()ParMeHTOB COCAMHEHUI TITMKO3aMUHO-
ITPOTEOTIMKAHOBOM MJTW TJIMKOJTUITAIHOM TTPUPOIIEI.
3abosneBaHue MaHudecTupyeT c poxaeHus. K-
HMYECKasi CUMIITOMaTHKa BO MHOTOM CXOfHa ¢ | Turmmom
MyKoToiMcaxapuaoza — cuHiapomom Iypiep. bosibHbie
PE3KO OTCTAIOT B POCTE, UMEIOT BBIPaKEHHBIC N3MEHEHUS
CKeJieTa: KOPOTKasl IIiesT U TpyaHast KJIeTKa, BPOXKICHHBII

BBIBUX Ta300€IpEHHbIX CYCTAaBOB, KOHTPAKTYypbl CyCTa-
BOB, MbIIlIEYHAsI TUTIOTOHMUSI, TPbIXKU, MEPETOMbI KOCTEN,
SKBUHOBapycHas nedopmaiius ctorn. ObpaiiatoT Ha cedst
BHUMaHUe KpaHuodalMajibHble aHOMAJIUU: TPyObIe Yyep-
Thl JIMLA, MEJIKHAE TIa3HUIIbI, YMEPEHHbBII 3K30(TaIbM,
OTeKIlINe BEeKM, rumepruiasusi aeceH. lemarocrnieHome-
rajiusi U MOMyTHEHUE POTOBUILIbI OOBIYHO OTCYTCTBYIOT.
YMcTBeHHAas1 OTCTaNOCTh, KaK MPaBUJIo, TsKesasl.

[TopaxxeHue cepaua perucTpupyercst y 60JbIIMHCTBA
0O0JIbHBIX. ¥ HOBOPOXJIEHHbIX NIEPBbIE MPU3HAKU 3200J1€-
BaHUA MOTYT IPOSBJIATHCS KapAMOMETAIUEN C 3aCTOMHOM
CepIEeYHON HENOCTaTOYHOCTbIO. MMerTcs coollueHus
0 pa3BUTUU OOCTPYKTMBHOW (CENTajJbHOM) TUIEpPTPO-
¢uyeckoil KapaMoMMONaTUM, MPUBOJSIIEH K BHE3al-
HOIi cMepTH pebeHKa. Y neteit 6osiee cTapiiero Bo3pacra
dopmupyeTcsl mopakeHue aopTaTbHOTO U MUTPAIbHOTO
KJIalTaHOoB.

bosie3Hn CBOMCTBEHHO MPOrPEAUEHTHOE TEUYEHUE.

Tabauya 3. ®epmenTo3amMemarmAs ¥ SH3UMPeTYIUPYIOMAs TEPATHS HACIEICTBEHHbIX TM30COMHbIX 00/1e3Heil HAKOILICHNS

Ho3zomnornueckas dopma  lecpurutHerit hepmeHt / JlexapcTBeHHBIN TIpenapaT Jo3upoBKa
6es10K
TOProBoe Ha3BaHUE MHH
Myxkononucaxapuaossl (MIIC)
MIIC, tum I a-WnypoHunasa AnbIaypazum Jlaponumasa 100 EJl/kt, B/B, eXXeHeAeIbHO
(cunapowm Iyprep)
MIIC, tum 11 Hnyponar-cyibdarasa Dnanpasa Wnypcynbdaza 0,5 Mr/KT, B/B, €XX€HEIETbHO
(cuHapoM XaHTepa)
MIIC, i VI (cuH- Apuncynbdaraza B Harnazum Tancynbdaza 1 MT/KT, B/B, €XXEHEIETHLHO
npoM Maporto—Jlamu)
MIIC, Tun IV Tanakro3o-6-docda- ITpoBoasTCS KIMHUYECKME UCTIBITAHUS
(cuHapoM MopKuo) Tasa
MIIC, Tun VII B-ImrokopoHMIasa To xe
(60mne3nb Crnas)
ChUHTOIUIUI03bI
bonesns Tome i [ B-Imrokonepedpo3nmasa Llepesum HMmurmonepasa 30 E[/xT, B/B, 1 pa3 B 2 Hen
BITPUB Benormonepasa- 60 EJl/xt, B/B, 1 pa3 B 2 Hex
(VPRIV) anbda
3aBecka Murnycrar [Ipu nerkux u cpeaHeTIKEIbIX
¢hopMax: B3pocCbie U AETU
crapiie 12 met — 200 mr 3 paza
B JIeHb; AeTu 10 12 et — no-
3UpyeTCs Ha TOBEPXHOCThH TeJla
pebeHKa (1o MHCTPYKIIMH )
Bonesnr ®abpu o-Tanakro3unasa Pernaran Arancunaza-anbda 0,2 mMr/kT, B/B, 1 pa3 B 2 Hex
dabpazum Arancuna3a-6era 1 mMr/kT, B/B, 1 pa3 B 2 Hen
bonesnp Humanna— JInzocomanbHbIN 3aBecka Murnycrar B3pocabie u getu crapiie 12
[Muka, Tun C TPAHCTIIOPTHbIN OEJTOK jier — 200 mr 3 pa3a B IeHb;
ety 10 12 neT — no3upyercst
Ha MTOBEPXHOCTH TeJla peOeHKa
(110 UHCTPYKIIMU)
[IMKOTeHO3BI U TIIMKOTTPOTEUHO3bI
bonesns [Momme a-I1roko3uaaza Maiiozaiim AJTII0KO311a3a 20 Mr/KT, B/B, 1 pa3 B 2 Hen
(60J1e3Hb HAKOTLICHUS (Kucnast MajabTasa) anbda

ravkoreHa, tv I1)

Ilpumevanue. MHH — MeXIyHapoaHOe HeMaTeHTOBAaHHOE Ha3BaHUE; B/B — BHYTPHUBEHHO.
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OOBIYHO IeTH TIOTUOAIOT B HaYaJIe TIEPBOTO ECSATUIICTHUS
>KM3HU OT 3a00J1eBaHNI1 OPOHXOJIETOYHOM CUCTEMBI.

[AuarHoctuka u auddepeHimaibHas IUarHOCTU-
Ka 0a3upyroTcss Ha OOHApy>KEHUU B CHIBOPOTKE KPOBM,
MOYe W IIepeOPOCTIMHATBHOM KMIKOCTH OOJTBHBIX pe3-
KOTO TIOBBIIIICHUST (B COTHM pPa3 IO CPaBHEHUIO C HOP-
MOI1) YpOBHS psifa JIM30COMHBIX THIPOIa3 (B YaCTHOCTH,
B-N-ameTriIreKco3aMUHUIA3bl U apuiicyibdaraspl  A).
[To peHTreHOJTIOTUIECKUM TAaHHBIM BBISBIISTIOT TTPU3HA-
KU MHOXECTBEHHOTO JM30CT03a, a IIPU MarHUTHO-PE30-
HaHcHol Tomorpacduu (MPT) rojoBHoro mosra auar-
HOCTHPYIOT JICHKOMAJISIIINIO, aTpodUI0 JTOOHBIX TOJICH,
BEHTPUKYJIOMETaTNI0. DXoKaparorpadusi peTucTpupyeT
CUMMETPUYHYIO TUTIEPTPOMUIO JICBOTO KETYIOUKa.

ChuHroIMnua03bl

B m3ydeHnn psima  CUHTOTUITUAO30B  JTOCTUTHYT
0OJIBLION ycreX, CBS3aHHBIN C pa3pabOTKON U BHeIpe-
HMEM B TIPAKTUKY METOIOB JiedueHUsI 6ojie3Hu [orne tut |
(TeHHO-WHXXEHEpHBIE — TIperaparhl  IUTS MTapeHTepalb-
Horo BBemeHusi — lepe3um, BITPUB), 6Gonesnu da-
Oopu (perutaran, ¢gubpasum), 6osesun Humanna—Iluka
tun C (muraycrar), 6ose3nu [Momme (Maitozaiim). Jleue-
HME TTPOBOAMTCS TTOXHW3HEHHO. [IpemapaTsl U X CYyTOU-
Hbl€ TO3UPOBKH YKa3aHbl B Ta0JI. 3.

Cpenu chUHTOIMMNUI030B 0CO00E MECTO 3aHUMAET
6one3nb HumanHa—Iluka tun C, njs jieyeHUs Ko-
TOpO¥ pa3paboTaHa 3SH3UMPEOYLUMPYIONIas Teparus
C UCIIOJIb30BAaHUEM MMUIJIycTata. MeTon OGaszmpyercs
Ha CIIOCOOHOCTM MUTJIyCTaTa TONABJISITH AKTUBHOCTH
SH3MMOB TIEPBOTO 3Talla CHHTE3a MPOMEXYTOTHBIX
TOKCUYHBIX TIPOIYKTOB, YTO MPUBOAUT K ITOJIOXKUTEIIb-
HBIM CIBUTaM, TJIaBHbIM oOpa3oM co ctopoHbl LTHC.
Yriy6sieHHble MCCaeA0BaHUsl YKa3aHHOTO MeTona Jie-
YEHWUST TTPOIOIKAIOTCS.

Jleuenne 1M30COMHBIX 00J1€3HEl HAKOIIEHUS

o HeTaBHETO BPEeMEHU JIEYCHUE OOJIBHBIX C JIM30-
COMHBIMM OOJIE3HSIMU HAKOTUICHUSI HOCWJIO CHUMIITO-
MaTU4YecKuil xapakrep. B Hacrosiiiee Bpemsi cutyaiusi
KOPEHHBIM 00pa30M M3MEHUIIACh: YBEJTUIUBACTCS] YUCIIO
pa3pabOTaHHBIX U BHEIPEHHBIX B IIPAKTUKY Pa3TUIHBIX
ITOIXOMIOB K TepaIriy 3TUX 3abosieBaHMil. MOXHO BBIZIeC-
JIUTh CJICAYIONINE BUABI TeParieBTHMUCCKON KOPPEKIIUN
OCHOBHBIX META00JIMUYECKUX PACCTPOMCTB y NeTelt ¢ JIu-
30COMHBIMM 0OJIE3HSIMM HAaKOIUICHUs: (DepMeHTO3aMe-
CTUTEJIbHAS TepaIvs; Teparus ¢ OrpaHUICHUEM CUHTE3a
cyoctpaToB (hepMeHTpenyLupyloiasi teparnusi); dap-
MaKOJIOTMUECKasl IIarepOHOTEPaITysl; TPaHCIUTAHTAIINS
reMOIMO3TUYECKUX CTBOJIOBBIX KJ1eTOK [8]. PazpabaTbiBa-
I0TCS TIOAXObI K TeHHOM Teparnuu [9].

Bemyiiee Mecto BJleYeHMM 3aHUMaeT (hepMEHTO-
3aMecTuTeNbHas Tepanusi. KoaudecTBO co3maBaeMbIX
C TIOMOIIIbI0O METOIOB TeHHOW WHXXEHEPHWU JIeKApPCTBEH-
HBIX TIperapaToB CTPEMUTEbHO Bo3pactaeT. OCHOBHBIC
TpernapaTsl, 3apeTUCTPUPOBAHHBIC  UISI IPUMEHEHUS
B Poccuu, npencrasnenst B Tab. 3. [Ton Biusinuem dep-
MEHTO3aMECTUTEJIEHON Tepariy OTMedaeTcs yIydleHue

NEPELOBAS

(yHKIIMI OOJNBITMHCTBA OPraHOB WU CUCTEM, Mopdo-
byHKIIMOHATEHBIE 1 aHATOMUYECKUEC M3MEHEHUST KOTO-
pPbIX CJIy>kaT OCHOBHOI MpUYMHOI 3a0oJieBaHUST U Jie-
TaJIbHBIX MCXOMOB. Psim mpemapaToB HAXOAWTCS B CTaIUU
KIMHUYECKUX WCITBITAHWH, OXUIACTCS WX MTOCTYIICHUE
Ha PBIHOK B OJTVDKAWIMe TOMBI (ISl JICUCHUST MYKOTIO-
nucaxapuno3oB IV u VII tunos, 6one3nu [laHoH, psiaa
C(UHTOJIUTIUI030B U Ip.).

OCHOBHOIl HEIOCTAaTOK BBIMTyCKAEMBIX IpETapaToB
3aKJII0YaeTCs B TOM, YTO OHM HE ITPOXOIAT Yyepe3 reMa-
TosHuedannyeckuii 6apbep. [ToaTomy pazpadaTbeiBaloT-
csl CTIOCOOBI TIPOHUKHOBEHUSI Yepe3 reMaTosHIedanu-
YeCKUil Gapbep: XUMUUIECKOE IMPUCOETMHEHNE OCTATKOB
MaHHO3bI K JICKapCTBEHHOMY BEIIIECTBY, UTO MTO3BOJISICT
MPEOI0JIETh MaHHO30COIePXaIe PEIeNTOPhl TeMa-
TOBHIIe(haTUIECKOTO Oapbepa; UYpecKpaHUaIbHOE BBE-
neHne (GepMeHTOB (ITOAKOXHAsT YCTaHOBKAa SH3MMHA-
KOTMUTEJbHBIX MOMIT U Ip.). DTU MOJXOAbl OKa3aluCh
YCITEITHBIMU B 9KCTICPUMEHTAIBHBIX YCIOBUSIX U B psie
HECKOJIBKMX KIMHWYECKUX WCIBITAHUN (TpaHCKpaHU-
aJTbHOC BBEICHUE SH3MMOB Y OOJIBHBIX C MYKOTIOJICAXa-
puno3amu) [8].

Teparust ¢ orpaHWYCHUEM CHHTE3a CyOCTpaToB,
WM epMEHTPEAYIIMPYIONas Teparusl TIPU psiie JIN30-
COMHBIX 0OJIe3HEll HAKOIUICHWSI MMEeT IIeJIbI0 OTpaHMU-
YUTh CUHTE3 UCXOIHBIX METa0OIUTOB (KOTOPBIE CITyXKat
HWCTOYHUKOM TOKCUYIHBIX COCAMHEHUI) TTyTeM ITOolaBIe-
HUS PepMEHTOB, YUACTBYIOIIUX B MX crHTe3e. CHIDKCHUE
CHHTE3a TTPOMEXKYTOUHBIX TOKCUYHBIX METAa0OJUTOB JaeT
OIaronpusITHBINA KJIMHUYECKUI 2¢deKT, u ucnosb3ona-
HHe pa3pabOTaHHBIX JICKAPCTBEHHBIX CPEICTB OKA3aI0Ch
YCTICIITHBIM TIPY JICYCHUN OOJIbHBIX ¢ OoJie3Hblo HumaH-
Ha—Iluka, Tun C (Kak OCHOBHOE CPEACTBO) U JErKUX
U cpeaHeTsKeNbix opm OosiesHu loire (Kak 10MOTHM-
TeJbHOE CpeAcTBO). Mcronb3yemble npenapaTthbl yKa3aHbl
B Tabs. 3. OHU 3aperucTpupoBaHbl Ha Tepputopuu Poc-
cuiickoit Denepaliny M YCTICIITHO TPUMEHSTIOTCST B TICTU -
aTPUUICCKON MPaKTHKE.

®apmakosornyeckasl IIarepoHOTepaIist HaXOIUTCS
Ha CTaIy HAKOTUICHUsI KJIMHWYECKoro marepwaina. Ee
MpUMEHEHNe 0a3upyeTcsl Ha CBOWMCTBE OTIEIBHBIX COE-
MWHEHWH (B TOM YHCJIe MaJIBIX MOJIEKYJI) OKa3bIBaTh CTa-
OwIM3MpyoIee NEWCTBAE Ha OCTAaTOYHYIO aKTHUBHOCTH
depmeHTOB, AeUIIUT KOTOPBIX, KaK MPaBUIO, O0YCI0B-
JIEH MYTallMsIMA T€HOB. DTO KJIAacC BEIIECTB C MOJIEKY-
JIIPHOM MAacCCO# OT HECKOJIBKUX COTEH 10 HECKOJIBKUX
TBICSIY TATBTOH. MaJible MOJIEKYJIBI OOBIYHO CUHTE3UPY-
JOT XUMUKHW-OPTaHUKY WJTU WX U3BJICKAIOT U3 TIPUPOITHBIX
cMeceil. B Tex cuTyanmsix, Korma akTUBHOCTh (hepMeHTa
TTOJTHOCTBIO HE yTpavyeHa, MCTOIb30BaHUE MaJIbIX MOJIe-
KyJ1 (1IaIIepOHOB) J1a€T BO3MOXKHOCTh YCUJIMTh (DYHKIIUIO
MYTaHTHOTO OeJiKa, TOIIePXUBaTh aKTMBHOCTH Nehu-
LIMTHOTO (pepMeHTa Ha HU3KOM, HO BITOJTHE JTOCTATOUHOM
YPOBHE, YTOOBI METa0OIU3NPOBATh TOKCUYHBIC TMTPOMYK-
THI. B 3KCTIepUMEHTaIbHBIX YCJIOBUSIX ITOKA3aHO, UTO Ta-
KUMHU CBOMCTBaMU o0O0JagaeT TajakTo3a (B OOJbIINX
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Hosuros I1. B. J]uzocomHble 0601e3HN HAKOTUIEHUS — aKTyaJbHasd l'lpOGJICMa TneauaTpun U COBPEMEHHBIE BOSMOXHOCTH IMMATOT€HETUYECKOTO JICUEHUA

1103ax), psill JIEKAPCTBEHHbIX COEAMHEHUI (BUTAMMHBI,
HeMenTUAHbIE TOPMOHBI, KODAKTOPHI U 1. ).

TpaHcrulaHTalUMsl TeMOMOATUYECKUX  CTBOJIOBBIX
KJIETOK TaKXe MOXET AaBaTb MOJOXUTEIbHbIN 2 deKT
B JIEYEHUU DPsiJia TIM30COMHbBIX 00JIe3HEN HAKOTIICHMUSI.
OnHaKo HEOOXOAUMbBIM YCJIOBUEM YCIETHOCTU TaHHO-
ro BUJA JIUCHUSI SIBJISIETCS paHHSsISl AMarHOoCTUKa 3a00-
JieBaHUs (MPUMEPHO 10 ABYXJIETHEro Bo3pacTa), Moka
He pa3BUJIUCh Ipyoble Mopdosiornuyeckue U3MEHEHMUsI
rOJIOBHOTO MO3ra. B aTux cutyauusix BaxHeiiliee 3Ha-
YyeHue npuodperaeT paHHss AMarHOCTUKA (C UCTIOJb-
3oBaHreM MPT rojgoBHOro Mo3ra u ap.) CTPYKTYPHBIX
OTKJIOHEHUU ©0es0ro U ceporo BEUIECTB T'OJOBHOIO
MO3ra U1 BBIOOp COOTBETCTByMolero noHopa. [lomo0-
Hasl TaKTUKa JIEYEHUS [aeT MOJIOKUTENbHbI 2 deKT
npu Mmykonosucaxapugosze tuna I, 6onesnu Kpaboe,
MeTaxpoMaTuueckoit Jeiikoauctpodbuu, 6osesnn Hu-
maHHa—IIuka, Tun B u ap. OcHoBHas 3amaya Bpaua
MpU 3TUX 3a00JeBaHUAX — DPaHHsS (0 ABYXJIETHETO
BO3pacTa) AMArHOCTUKa (C UCMOJIb30BAHUEM DH3UMO-
u JHK-auarHocTukM) A0 pa3zBUTHUS TSIKETbIX U3MEHE-
HUI CO CTOPOHBI BELIECTBA MO3Ta.
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HecmoTpst Ha HECOMHEHHBIE YCIIEXU, JOCTUTHYTHIE
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ITaToreHeTHYECKHE MEXAHU3MbI Pa3BUTUA HAUONIATHIECKOTIO He(I)pOTl/I‘IECKOI‘O CUHApoMa

C MUHUMAJIbHBIMHA U3MECHCHUAMH

B.A. Obyxosa

Hay4yHo-nccnenoBaTenbCkmin KIIMHUYECKUIA MHCTUTYT NeanaTpum

Pathogenetic mechanisms of idiopathic minimal-change nephrotic syndrome

V.A. Obukhova

Research Clinical Institute of Pediatrics, Moscow

Hpencmmlemﬂ JAHHBIEC JIUTEPATYPbI 0 MATOIN€HETHYCCKUX MEXAHU3MAX PA3BUTHA Hec[)ponlqecxoro CHHApOMA ¢ MUHUMAJIbHBIMHA
HU3MEHEHUAMH, 4 TAKXKE ONMUCAHBI KIMHAYE€CKHE U TUCTOJIOTMYECKHUE NPU3HAKH, 0COOEHHOCTH TE€UEHHUST H NPUHIUINBI JICYCHUS .

Karoueswvie crosa: demu, Heghpomuueckuii cuHOpoM, namozeHemuyecKue MexaHu3mo.

The paper presents the data available in the literature on the pathogenetic mechanisms of minimal-change nephrotic syndrome and
also describes its clinical and histological signs, course, and treatment principles.

Key words: children, nephrotic syndrome, pathogenic mechanisms.

HnnonaaneCKnﬁ HedpoTUUeCKUN  CUHIPOM
C MUHUMAaJIbHBIMU ~ U3MEHEHUSIMU  OTHOCHUTCS
K peIKUM 3a0oJieBaHUSIM W 3aHMMAaeT OCHOBHOE Me-
CTO B CTPYKType He(pOTHMUECKOro CUHIpPOMA Y IETei,
coctaBisis 80—90% ciydaeB cpeau neTeil B Bo3pacTte
no 10 mer [1, 2]. Hedporuueckuii cCUHIPOM XapakTe-
pusyeTcsl pa3BUTHEM NpoTeuHypuu Oosiee 3,0 r/cyT
(>50mr/xr BcyTtku wid >40Mr/m?/9), CHUXEHUEM
YPOBHSI albOyMMHA KPOBU MeHee 25 T/, TUepIUuIIn -
IeMUEN U pa3BUTHEM OTEKOB [3].

[To mTaHHBIM AMTUIEMUOIOTUICCKUX UCCICIOBAHUIA,
exeronHas 3a00JIeBa€MOCTb HEMPOTUYECKUM CUH-
npomMoM cocrtasiisier 2—7 ciaydaeB Ha 100 000 nereit,
pacrnipoctpaHeHHOCTh — 16 Ha 100 000 mereit [4]. Ero
JacToTa 3aBUCHUT OT Bo3pacTa pebeHKa, ITHUYCCKOU
MPUHAIJIEKHOCTH, 110JIa U COLIMAJIbHOTO YPOBHS. Y ad-
poaMepuKaHIeB He(POTUISCKUI CUHIPOM BCTpeUaeT-
cs pexe, YeM Y eBPOIIEHCKOTrO M a3MaTcKOro Hacelie-
HUSI, OMHAKO MMeeT OoJiee HeONArompsTHBIA TTPOTHO3
B CBSI3U C BBICOKOW YacTOTON CTEPOUAPE3UCTEHTHBIX
¢dopm. Manbuuku 60Jier0T B 2 pa3a yalle aeBovek [5].

Mopdonoruueckoit  OCHOBOW  MAMONATUYECKO-
o HehPOTUIECKOTO CUHIpPOMA Yy IeTeH SBISIOTCS
MHUHUMaJIbHBIC WM3MEHCHUsS, KOTOPBIE BCTPEUYAIOTCS
y 85% manueHTOB [6], B OCTAIbHBIX CIy4asX BBbISIBIISI-
eTcsa (HOKaJbHO-CETMEHTAPHBIA  TIOMEpPYJIOCKICPO3
1 Me3aHTUOIpOoTNdepaTuBHBIC U3MEHEHUs, PEIKO

© B.A. O6yxoBa, 2014

Ros Vestn Perinatol Pediat 2014; 4:10-15

Anpec s koppecnonnenuu: O0yxoBa BapBapa AniekcaHIpoBHa — H.C. OTzese-
HUSI HACJIEICTBEHHbIX M IPHOOPETEeHHbIX Oose3Heit noyek HayuHo-uccnenona-
TEJIBCKOI'0 KIIMHUYECKOI0 MHCTUTYTA NEAUATPUN

125412 Mockaa, yi. Tanmomckas, 1. 2

MeMOpaHonpoaudepaTuBHbIe U3MEHEHUS] U MeMOpa-
Ho3Hasi Hedponatusi. MUHUMaIbHbIE W3MEHEHMUS
MpU UAMONATUYECKOM HeDPOTUUYECKOM CUHIPOME Xa-
PaKTEepU3YIOTCSl HAPYUIEHUEM CTPYKTYpPhl MOJOLIUTOB,
BBISIBJISIEMBIM TIPU 2JIEKTPOHHOU MUKpPOCKONUU Ou-
ornrara nouku. [1pu cBeTOBOI MUKPOCKOMUU pa3Mephbl
U CTPYKTYPBI IJIOMEPYJ COXPaHHbBI, MOXET Ha0JII01aTh-
Csl He3HAUYUTEJbHOE YBEJUYEHUE ME3aHTMaJIbHOW Ma-
TPULBI U YMEpEeHHasl mpoaudepalis Me3aHTMOLIUTOB,
OoyaroBble U3MEHEHMs KaHaJblleB, OTEK W BaKyoJM3a-
LM SMUTETMATbHBIX KIETOK (CM. PUCYHOK).

Bcem petaMm ¢ HeppoTUueCKUM CUHIPOMOM, cOTJiac-
Ho pekoMeHaanusm ISKDC/APN, nokazaHo Ha3Haye-
HHE TIIFOKOKOPTUKOCTEPOUIOB B 03¢ 60 MT/M? B CYTKH
WU 2MT/KT B CYTKH (He 6ojiee 60 Mr/cyT) B TeYeHUE
6 Hen, a 3aTeM yepe3 JeHb B 1o3¢ 40 mr/M? wnu 1,5 mr/Kr
OJIHOKPATHO WJIY IPOOHO B MEPBOii MOJOBUHE THS (MaK-
cumyM 40Mr/48 4) B TeueHre 4—6 Hell ¢ TOCTEITEHHBIM
CHUXXEHUEM J03bl MO0 SMI 1 pa3 B Hees1o A0 MOJHOM
oTMeHbl [7]. DddeKkTuBHOCTh Tepanuu TITIOKOKOPTU-
KOCTEPOUIaMU OLIEHMBAETCS 110 YPOBHIO MPOTEUHYPUU.
B 3aBucumoctu ot achdexra Tepanuu BbIIACISIOT CTEPO-
UIYYBCTBUTEbHBINA U CTEPOUIPEIUCTEHTHBI HEPPOTU-
YeCKUil CUHAPOM (CM. TabJIuILy).

YV 80—95% nmerteit ¢ mmmomaTUYECKUM HebPOTH-
YEeCKMM CUHIPOMOM Da3BUBAETCS IMOJIHAS PEMUCCHUS,
u3 HuX y 30% peumawBbl 3a00ieBaHKUST HE BO3HHUKAIOT,
y 10—20% nereii MMEIOT MECTO pEIKHUE PELMINBEHI,
Yy OCTAJIbHBIX — YacTble PEeUUIUBLI WJIU Pa3BUBAETCS
crepoun3aBucuMocTtb. [lpu peunauBax HedpoTuue-
CKOro CUHApOMa OOJIbIIUHCTBO JETEH COXPAHSIOT CTe-
POUIUYYBCTBUTEIBHOCTD, UMEIOT OJIATONPUSTHBINA MPO-
THO3 U CTaOWJIbHbIE MTOYEUHbIe (DYHKIIUHU.
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Pucyrok. Tuctonormieckas KapTuHa MURMMAJILHBIX M3MEHeHHii IPH He()POTHIECKOM CHHIPOME.

a — HOPMAaJIbHBIM KJIyOOUeK IpHU CBETOBOM MMKpocKomuu. OKpacka reMaTOKCHMIMHOM M 303uHOM. X400; 6 — muddy3Hoe pacruia-
CThIBaHUE (CIMSIHUE) MaJIBIX OTPOCTKOB MOJOLIMTOB MPU 3JEKTPOHHOM MuKpockomnuu. X1800. Marepual rnpeaocTaBieH 3aB. OTIEIOM
3KCIIEPUMEHTAJILHOI MaToMOP(OJIOTUH U 3JIEeKTPOHHON MUKPOCKOITMH TTaTOJIOTOaHATOMUYECKOTO 610po PocToBCKOIM 001acT! KaHI.

6uon. Hayk I1.E. [ToBumaittute.

JdnutenpHass KOPTUKOCTEPOUIHAS Teparus TpU-
BOJIUT K Pa3BUTUIO CEPbE3HBIX OCIOXHEHUN (3amep-
’XKa poCTa, OCTEOINOpoO3, KaTapakra, TMITOTOHAINU3M,
IMOpaxXeHne XKeJIyIOYHO-KUIIETYHOTO TpaKTa, AUadeT
U Ip.), TMO3TOMY JACTSIM C 9acTO PEUMIMBUPYIOIIAM
U CTePOMI3aBUCUMBIM HEDPOTUICCKUM CUHIPOMOM
Ha3HAvYalTCI MMMYHOCYIIPECCUBHBIE  ITperapaThl
IJIST MHOYKIIUWA JUTUTEIbHON pPeMUCCUU (aTKUITUPYIO-
1IMe areHThl, LIUKJIOCIIOPUH, MUKOdeHosaTa Mode-
TWJI, pUTYKCUMa0).

MexaHU3MBI, JieXalllie B OCHOBE pPa3BUTHUS WIM-
OIaTUYECKOTO HEe(MPOTUICCKOTO CUHIpPOMAa C MUHU-
MaJIbHBIMU M3MEHEHUSIMU, U3YIAIOTCS 10 HACTOSIIIETO

BPEMEHHU M OKOHYATEJbHO HesaCHbl. OgHAaKO ucceno-
BaHUsI TMOCJEAHUX JIET CYIIECTBEHHO W3MEHWIU MO-
HUMaHUE MaTOTeHETUYECKUX MEXaHU3MOB DPa3BUTUS
He(POTUYECKOTO CUHApPOMa Yy AeTeil. Ompenesonyto
pOJib B pa3BUTUU HEPPOTUUECKOTO CUHIPOMA UIPAIOT
MOJOLUUTHI. AKTUHOBBIN LIMTOCKEJET MOJOLIMTOB SIBJISI-
eTCsl BaXHOM CTPYKTypoil moyeyHoro uiabTpa, mpe-
MPETNSITCTBYIOEr0 MPOHUKHOBEHUIO OEJIKOB B MOYY.
IToBpexaeHue NOAOLMUTOB MO/ BO3IEHCTBUEM pa3iny-
HbIX (DaKTOPOB COMPOBOXKAAETCS YCUJIEHHBIM arormn-
TO30M W MOBBIIIEHUEM MPOHULIAEMOCTU IOYEYHOTO
dunbrpa.

IMpemryioxkeHO HECKOJIbKO TMMOTEe3 Pa3BUTUS UIM-

Tabauya. Tepmuns! u onpenienenns HepoOTHIECKOro cHHAPoMA (MomupuKamus) [8]

Knaccudukanms

OrnpeneneHne

Pemuccus

YactuuHast peEMUCCHUA

OTcyTcTBUE MPOTENHYPUHU B PA30BOM MJTH CYyTOYHOM aHATM3e

MOYH, TIPOTEMH-KpeaTUHUHOBBIN MHIEKC <200 Mr/T

(<20 Mr/mMmodb) uiu <1+ Mo TecT-nosockaM 3 AHS MOAPSI

YMeHbleHue npotenHypun Ha 50% win 6osiee OT UCXOHOIO YPOB-

HSI, TPOTeNH-KpeaTnHUHOBBIN nHaekc 200—2000 mr/T (20—200

CTeponape3nCcTeHTHOCTh

O06ocTpeHune

Penkue PEeLUINBBI

YacTeie peruanBhI

CTepoua3aBuCUMOCTb

TlozaHss CTEPOUAPEIUCTEHTHOCTD

MTI'/MMOJIb)

OTCyTCTBUY PEMUCCUHN TIOCTIE 8§ HEMl Teparui KOPTUKOCTEPOUTAMU

B 03¢ 2 MI/KT (He 6osiee 60 Mr/cyT)

IpoTenH-KpeaTHHUHOBBIA MHIEKC 22000 Mr/T (2200 MI/MMOJIb),

win 2300 mr/mwt wim 3+ 1o TecT-moJocKam

OnHo 060CTp€HI/Ie B TeueHue 6 Mec OT Hayaa 3a60JIeBaHIS UITH

1—3 penunusa B TeueHue 12 mec

JIBa u GoJjice pelManBa B TeueHrEe 6 Mec OT Havyasia 3a00JIeBaHMS

uiu 4 1 6osee pelMauBa B TedeHue 12 Mec

J1Ba mocJjieaoBaTe/IbHbIX peLMAMBA Ha (DOHE KOPTUKOCTEPOMUIHOM
Teparmuu Wi yepe3 14 mHeii mociie MpeKpanieHust Tepanun

Croiikast MpOTEMHYPHs B TeUeHUE 4 Hell U OoJiee Teparniy KOPTU-

KOCTepoMIaMu Tocie | WM HECKOJIbKUX PEMUCCHUTA
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OTaTUYECKOTO HEe(MPOTUIECKOTO CUHIpPOMa C MUHU-
MaJIbHBIMW U3MEHEHUSMHU, OOBEIMHSIONINX JIBa B3au-
MOCBSI3aHHBIX MEXaHW3Ma: MMMYHHas JTUCPETYJISIIUS
B BUIIE HapyIICHUsI co3peBaHUs, OTU(GdEpeHINPOBKU
u peryasiuuu T- u B-numbouutos u auchyHKIUS M0-
TOIIUTOB.

Juchynknusa T-mumdouuton

Benmymryro poab B IaroreHese He(@pPOTHUYECKOTO
CHHIPOMa ¢ MUHUMAaJbHBIMU U3MEHEHUSIMU 10 HaCTO-
S1Iero BpeMeHU oTBOIIT auchdyHkuuu T-numdboun-
toB. Emte B 1974 . R. Shalhoub npeamnoioxun HaTuume
IUPKYJIUPYIOIINX (HaKTOPOB MPOHUIIAEMOCTH, CeKpe-
TUPYEMBIX aHOMAJTbHBIMU T-KJIETKAMW W ITPUBOISIIITNX
K pa3BuTHUIO HeppoTnueckoro cuHapoma [8]. C Tex rmop
ITPOBEJICHO MHOXECTBO WCCJICIOBaHUIA, YTOOBI JTOKa-
3aTh 3TY CBSI3b.

Hawubonee nHTepecHbIM ObLIO SKCMEPUMEHTATBHOE UC-
cinenoBaHue A. Koyama (1991), B KoTopoMm mokaszaHO pa3-
BUTHE BBIPasKCHHOU MTPOTEMHYPHUH Y KPBIC TIPU BHYTPUBCH-
HOM BBEICHUY TMOPUIHOTO KJIOHA T-KJIETOK OT MalleHTOB
C aKTUBHBIM HE(MPOTHYECKUM CUHIPOMOM U OTCYTCTBUE
M3MEHCHMIA TIPY BBEICHUN aHAJIOTMYHOTO KJIOHA, TIOJy-
YEHHOTO OT 3MOPOBBIX MAIMEHTOB. BBUTO TpeonokeHo,
YTO IUMGOKUHBI, TIPOMyIMpyeMble T-KIIeTKaMu, SIBJIsI-
I0TCSl  TJIOMEPYJISIpHbIM - (DaKTOpoM TpoHuLaemoctu [9].
[Tpu manmpHelIIIEM TIOMCKe (haKTOPOB, BIUSIIONIMX Ha TIPO-
HUIIAEMOCTh TJIIOMEPYJIIPHOI MeMOpPaHBI, BBISIBIIEHA 3KC-
TIPeCcCHsl Pa3IMIHBIX IIMTOKMHOB B aKTUBHYIO (hazy Hedpo-
TUYECKOTO CHHIPOMA.

OIHUM U3 MPOBOCTIATUTEIBHBIX IINTOKUHOB, KOTO-
pBIfl CHHTE3UPYEeTCs MakKpodaraMu, 3MUTeIHaTbHBIMU
Y 3HIOTETMATBHBIMUA KJIETKaMU U MOXET OBITh BOBJIC-
YeH B MAaTOT€HE3 WAMOIATUYECKOTO He(MpPOTUYECKOTo
CHHIPOMa C MUHUMAJbHBIMU MU3MCHCHUSMU, SIBIISCT-
cs MHTepJeKMH-8. OH MOXET OKa3blBaTh HE3aBHCH-
MO€ BO3JICICTBHE Ha KIYOOYKOBYIO ITPOHUIIAEMOCTD,
YTO YCTAHOBJIEHO B 3KCIIepMMeHTe. JmuTeabHOe BBe-
NIeHUe WHTePJICHKNHA-8 B JIEBYIO MTOYCYHYIO apTepUIo
KPBIC TIPUBEJIO K YBEIUICHUIO SKCKPEIINU aTbOyMUHA
C MOYOIf, YTO CBSI3aHO C TOBBIIICHWEM KaTabom3Ma
renapaHcyyibdara KiyooukoBoil 0Oa3aibHOU MemOpa-
Hbl U CHUXXKEHUEM ee oTpuuareiabHoro 3apsima [10].
TeM He MeHee CTeIeHb MPOTEUHYPUHN, HaOTIOMaBIIAs-
cs1 'y KpBIC, ObIT1a MEHBIIIE HE(POTUIECKOTO YPOBHSI.

B HOpMe aKcmpeccus U BBICBOOOXIEHUE ITUTO-

KUHOB T-KjIeTKaMu — KpaTKOBPEMEHHBIN Mpoliecc,
KoTophlil peryaupyercst T-cynpeccopamu (T-perysi-
TOPHBIMU KJIETKAMU); UX OCHOBHAsI POJib — KOHTP-

0JIMPOBATh JUIMTEJbHOCTh UMMYHHOTO OTBETa W aKTU-
Bauuoo 3pdekTopHbix T-kneToK (T-LUTOTOKCHMYECKUX
u T-xennepoB). s cynpeccu WMMYHHOTO OTBETa
T-peryasiTopHble KJIETKU BbIACISIOT pa3jiMuHbIE LIU-
TOKWHBI, B YAaCTHOCTU TpaHchopMUpylolIUit (GakTop
pocta-f w mHTepneiikun-10. WHTepneilkua-10 —
MPOTUBOBOCHAIUTENbHBI LIMTOKWH, YYaCTBYIOIIU
B peryyisiuu OaynaHca T-xenrepoB 1-ro u 2-ro THUIIOB.

OBb30PbI JINTEPATYPbI

T-xennepsl 1-ro TUMa CEKPETUPYIOT UHTEPJEHKUH-2,
y-uHTepdhepoH, GaKTop HEKpo3a OIyXOJHW-f | yda-
CTBYIOT B KJIETOYHO-OIMOCPEIOBAHHOM BOCHAJIEHWH,
B TO BpeMsl Kak T-xesrnepbl 2-ro TUMa CUHTE3UPYIOT
MPOTUBOBOCHAJIIUTEIbHbBIE LIUTOKUHBI (MHTEPIAEHKU-
HBI-4, 5, 6, 10, 13 map.), CTUMYJIUPYS TYMOpaJIbHOE
3BEHO UMMYHUTeTa — cuHTe3 aHTuTel IgE, IgA u IgG4.
[Tpu noBeilleHUM YPOBHS MHTepJeiikuHa-10 GanaHc
caBuUraeTcst B cTopoHy T-xenmnepoB 2-ro tumna. B akc-
MEePUMEHTAIbHBIX MOJEJSIX Ha XKMBOTHBIX [MOKa3aHO,
YTO Y KPbIC, TOJYYaBIIMX WHBEKIMU WHTEPJEHKU-
Ha-10 3a cyTKkU 10 UHULMALMU HedpUTa, CTETIEHb TPO-
TeWHYpUM ObLJIa HIKE Ha 75 % 110 CpaBHEHUIO C KOHTP-
onem [11]. B uccnenosanuu C. Araya (2009) nmokazaH
JIOCTOBEPHO OoJsiee HU3KUI ypOBEHb MHTepielikuHa-10
B KPOBM Yy MallMEHTOB IpPU 000CTpeHUU HedpoTuue-
CKOro CHHApPOMA I10 CPaBHEHMIO C MalMeHTaMu, Ha-
XOJSIIMMUCS B PEMUCCUU HEDPOTUUYECKOTO CUHIPO-
Ma, ¥ rpynmnoil Kontposs. Takum o6pa3om, CHUXEHUE
dynkuun T-peryasTopHbIX KIETOK MOXET OObSICHUTH
MEePCUCTEHLIMIO MPOBOCMAIUTENbHBIX LIMTOKUHOB, BbI-
SIBJIIEMBIX MTPU HebpoTUUeCcKOM cuHapome [12].

CABUT UMMYHHOI CUCTEMbBI B CTOPOHY MOBbILIEHUSI
aKTUBHOCTHU T-KJIETOK 2-T0 TUMA NPUBOIUT KakK K MO-
BollIeHUIO ypoBHS IgE B KpoBU B akTUBHYIO (ha3y He-
dporudeckoro cUuHApoMa, Tak U K yBEJIUUYEHUIO CO-
nepxaHus IgE B Moye BHe 3aBUCMMOCTU OT YPOBHS
B KPOBM U €TI0 CHUXKEHUIO MPU YMEHbIIEHUU aKTUB-
HOCTU HedpoTuueckoro cuHapoma. MmeloTcs paH-
Hbl€ O MOBbIIEHUU YpOBHs ob1iero IgE B chiBOpoTKe
KPOBU TMPU OTCYTCTBUU KJIMHUYECKUX TPOSIBICHUIA
ajjiepruyeckoro 3abojieBaHus y AeTeil ¢ HeppoTuue-
CKMM CUHAPOMOM B MEPUON OOOCTPEHUSI U O HOpMa-
auzaiuu ero B nepuon pemuccuu [13]. Kak nmokazanu
MocJaeHUEe UCCAEeIOBAHUS, MPOTEUHYPHUS U MOBbIIIE-
Hue ypoBHs IgE B chIBOpOTKE KPOBM BbI3BAHbI YCH-
JIEHUEM CHMHTe3a UHTepJselikuHa-13, uyTo obycioBie-
HO MHAYKIMUENH KocTUMyaupyoueit Mmoaekyasl CD80
(B7-1) na nmogouutax. M30bITOK uHTEepsaelkuHa-13
MOXET MPUBOAUTH K Pa3BUTUIO HEPPOTUUECKOTO CUH-
npoma ¢ Auddy3Ho# peaykiiMeit moaouToB, onpeae-
JISIEMOi TIpU 9JEKTPOHHONW MUKPOCKOIUU, YTO MPO-
JIEMOHCTPUPOBAHO B 3KcnepumeHTe [14].

BaxHo, 4TO U ITIOKOKOPTUKOMIBI UTPAIOT 3HAUM-
Myt poib B peryiasuun IgE. TuapokopTtuszoH, Hanpu-
Mep, MOXeT UHAylMpoBaTh cuHTe3 IgE u nHTepneiku-
Ha-4 B O4YMILIEHHbIX B-K1eTKax 1OHOPOB, HE UMEIOLINX
ajepruyeckux 3abosieBaHuil [15—17]. DTu naHHbie
MOTYT OOBSICHUTD BBICOKYIO YACTOTY MOBbILIEHUS YPOB-
Hs1 cbhiBopoTouHoro IgE ynereit c HedbpoTHueckum
CUHIPOMOM B Iepuos OOOCTPEHHUs] MPU OTCYTCTBUU
KJInHUYeckux cumnroMmoB IgE-omocpenoBanHoro 3a-
OoJsieBaHUsL.

Hykneapuplii pakTop TpaHCKpPUNIMKA Kanna

M3BecTHO Takke, YTO pa3BUTUE HEDPOTUUECKOTO
CUHJpOMa Y ieTeil 4acTO acCOUMUPYETCsl C pecrupa-
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TOPHBIMU BUPYCHBIMU MHbeKIMIMU. OnHUM U3 (ak-
TOPOB, KOHTPOJUPYIOIIUX UMMYHHBIA OTBET MpPU BU-
PYCHBIX U OaKTepUaJbHbIX WHMEKIUAX, SBISIETCS
HyKJeapHbli (pakTop TpaHckpunuuu kanmna (NF-kB).
CuHtes aTtoro (akropa akTuBupyetcs dyepes Toll-mo-
NIOOHbBIE PELENTOPbl U PELIENTOPbl K UHTEPJIeHKUHY-1,
a Takxke ¢aktop Hekposa omnyxonu-a. NF-kB perynu-
pYyeT dKCIPECCUI0 MHOTUX MPOBOCMAIUTEIbHBIX TEHOB,
KOAUPYIOUINX CUHTE3 UHTepAeKMHOB-1, 2, 6, 8, dak-
TOpa HEKPO3a OMYyXOJU-A U Jp., OBbILLIEHUE KOTOPOTO
BBISIBJIEHO MPU 000CTPEHUU HEDPOTUUECKOTO CUHIPO-
ma [18—20]. Ilpu HeZOCTaTOUHOM CHHTE3€ WHIUOU-
topoB NF-kB npoucxoaut HapyueHue T-KjeTOYHOM
aKTMBAIlMM W PETyJSILIMU aroIlTo3a, a TaKXe MPOaAyK-
LIMA TIPOTMBOBOCHAIUTENbHBIX LIMTOKUHOB. [ToaToMy
MPEeNnoyoXeHO yJacThe JaHHOro hakTopa B pa3BUTUU
nedoTa M 000CTpeHU He(PPOTUYECKOTO CHHApPOMA,
KOTOpbIe 4YacTo MaHUdecTUpylroT Ha ¢hoHe BUPYCHOI
uHdekuuu [21]. boictpblit 93DdEKT MITIOKOKOPTUKOU-
JIOB ITPpU HEPPOTUUECKOM CUHAPOME C MUHUMATbHBIMU
U3MEHEHUSIMU OOBSICHSIETCSl HE TOJbKO MOJIaBJIeHUEM
CUHTE3a MPOBOCHAIUTENbHBIX LIUTOKUHOB M CHMXE-
HUEM akTuBauuu u npoaudepauuu T-xeanepoB l-ro
U 2-TO TUIIOB, HO U CHUXeHUeM akTuBHocTM NF-kB,
YTO paccMaTpuBaeTCs B MOJb3Y TMIIOTE3bl poju T-kJje-
ToyHO#l nucdyHkuuu u yyactusi NF-kB B matorenese
HedpoTUYeCcKoTro cuHapoma [22].

Juchynkuusa B-nmumbouuros

OnHako He Tosibko T-kjeTku, HO Takxke B-kier-
KU U B-KJjieToOuHbIe MPOAYKTHI MOTYT ObITh BOBJIEUEHbI
B MaTOreHe3 UAMONaTUYeCKOro HepoOTUIYECKOro CUH-
npoma. HenaBHue uccienoBaHusl MOKa3ajlu BaXHYIO
pOJIb PEryasaTopHoOTro 6esika ceMeiicTBa MHTEpGhEPOHOB
(IFR4) B cospeBaHuu u nuddepeHuuponke B-kie-
ToK. Kpome Toro, oH crioco6eH noaasisaTh T-xeanepbl
2-ro TUma, MOBbIIAA AKTUBHOCTb T-peryysiTOPHBIX
kjeTtok. B To xe Bpems nuddepeHuuponka u byHK-
uust  T-peryasToOpHbIX KJIETOK KOHTPOJUPYIOTCS
TpaHCKpUNLUMOHHBIM hakTopoM FoxP3, npu nebuuu-
T€ KOTOPOIrO Pa3BUBAIOTCSI TSIKeJble ayTOMMMYHHbBIE
3a00JieBaHUsl, OOYCJIOBJIEHHbIE HEKOHTPOJIUPYEMbIM
CUHTE30M LIUTOKMHOB [23]. HapylieHue B3aumopeii-
ctBust T- 1 B-kj1eTok B maToreHe3e MAMONATUYECKOTO
He(GPOTUUECKOr0 CUHAPOMA KOCBEHHO MOATBEpPXKIa-
ercst 9 GEKTUBHBIM UCIIOJb30BaAHUEM MUKO(EHOIaTa
ModeTnsia U puTyKcuMaba Npu JIEUEHUU YacTo pe-
LUIUBUPYIOLIETO U CTEPOUI3aBUCUMOrO HedpoTUuue-
CKOTO CUHIpOMa.

Hespeaoctb T-mumpouuton

Tumyc sBJsSIETCSI OCHOBHBIM JUMGMOUAHBIM Opra-
HOM, YUYacCTBYIOLIMM B CO3peBaHUU U AUDdepeHIInpOoB-
ke T-kJeTok, a Takxe B CO3JaHUU ayTOTOJIEPAHTHO-
ctu. [eHepupoBaHue HOBBIX T-KJIETOK TUMYCA 3aBUCUT
OT FeMOTIO3TUYECKUX CTBOJIOBBIX KieTokK (CJ134+).
B skcnepuMeHTe Ha MBIIIMHON MOJIEIW TTOKa3aHa poJib
He3pesblX («HauBHbIX») T-KJIE€TOK B UMMYHHOM MO-

BPEXICHUM TTOAOIMTOB TP UANOITATHIECKOM Hedpo-
TUYECKOM CHHApoMe. Tak, Py WHBEKIIUN CTBOJIOBBIX
TEMOTIOATUYECKUX KJIETOK OT OOJTBHBIX C aKTUBHOM
¢azoit HepPOTUUECKOrO CUHAPOMA BBISIBJICHO pa3BU-
THE MTPOTCUHYPUU U CTJIaKMBaHWE HOXEK TOMOINTOB.
Kpome ToT0, y G0JBHBIX ¢ peIMINBOM He(DPOTHIECKO-
ro CUMHIpOMa BBISIBJIEHO MoBbilieHUe ypoBHs CJ134+
B2 pasza 10 CPaBHEHHIO C TAaKOBBIM y OOJIBHBIX B CTa-
IUW peMUCCUU HedPOTUUECKOTO CHHIPOMA U IPYII-
IO KOHTPOJIS, a TaKKe CHIDKEHUE KojimyecTBa B-Kire-
TOK W TTOBBIIICHUE YPOBHSI €CTECTBEHHBIX KUJUICPOB,
YTO MTOATBEPXKIACT POJIb NMCHYHKIIMYU T-KIETOK U yya-
ctust Hespedibix T-nmumdouuToB B matoreHese Hedpo-
TUYECKOTO cuHapoMa [24, 25].

JIMchyHKIHS MOAOUUTOB

B otniune ot cTepouape3ncTeHTHOTO HedpoTHude-
CKOTro CMHAPOMA, I/ie JOKa3aHa poJib FeHOB, KOAUPYIO-
IIAX CUHTE3 CTPYKTYPHBIX OSITKOB IIEJICBON MEMOpPaHbI
U MONOLIMTAPHOTO CKeJieTa [JIoOMEpYJ, MAuoINaruye-
CKMI1 HeDPOTUUECKUI CUHIPOM BCETHa CUMTAICST M-
MYHHBIM 3a0o0JieBaHUEM H3-3a 9(POEKTUBHOCTU TJIIO-
KOKOPTUKOWIHOW Tepamuu. B mocimemHee BpeMs
B JIUTEpaType MOSIBWJIMCH TaHHBIE O IMPSIMOM BIUSTHUHT
TJTFOKOKOPTUKOUIOB Ha IMTOIOIUTHI Yepe3 TITIOKOKOPTHU -
KOUIHBIC PEIEIITOPHI, U TOKa3aHa UX POJIb B CTAOMIIN-
3allMM HUATEW aKTWHA B 3KCIIEPUMEHTE Ha MBITIax [26,
27]. KpoMme Toro, nokazaHo NpsiMoe AeCTBUE LIMKIIO-
CIIOpWHA Ha aKTWHOBBIN ITMTOCKEJET IOAOIIMTOB BHE
3aBUCUMOCTHU OT (DaKTOPOB, MPUBOISIINX K UX ME30D-
raHu3aluuu, MyTeM OJOKMpoBaHUsS aedochopuaInupo-
BaHUsS AKTUHCBSI3BIBAIOIIETO OCJIKa CUHANTOIOIWHA.
[28]. A Takxke TpeanojoxeHo, YTO MPOTEUHYPUST MO-
KET OBITHh Pe3yJbTaTOM (PePMEHTATUBHON NUCHYHKIIMT
noaouuToB [29]. DT naHHbIE MO3BOJISIIOT MPEAIONO0-
KUTb, UYTO CYIICCTBYIOT pa3MUHbIC (haKTOPHI, TIPUBO-
ISIINE K TMTOBPEXKICHUIO U /VUIM TUCHYHKIIUA TTOI0-
IIMTOB, KOTOPBIC HEIOCTATOYHO M3YYCHBI B HACTOSIIIEE
BpeMsI.

M. Shimada wucoaBt. (2011) mnpeanoaoXuIn,
YTO UAMOTIATHICCKUN HEDPOTUIESCKUI CUHIPOM MO-
KeT ObITh CJIEJACTBUEM «ABOWHOTO ynapar»: UHIYKLIUU
CDS80 (B7-1) peuentopoB MOAOLIMTOB, YTO MPUBO-
IUAT K U3BMEHEHWIO CTPYKTYPBI aKTUHA, W HapyIICHUS
T-perynstopHoii dyHkuuu auMdbouuToB. MHayKIMS
CDS80 moxxeT ObITh pe3yJbTaToOM JIMOO TPSIMOTO CBSI-
3bIBAHUS IIUTOKMHOB C ITOJOLIMTOM, JTUOO aKTUBAIIMHU
Toll-mogoOHBIX peuenTopoB Ha MOJOLMUTAX MPU BU-
PYCHOM WJIM aJUIEPTeHHOM BO3AeicTBUU. B HopMme
skcnpeccuss CD80 BpemeHHasi, U MPOTEUHYPUSI MO-
KeT ObITh MUHMMaJIbHA U3-3a ObICTpOro oTBeTa T-pe-
TYJISITOPHBIX JUMMOIMTOB U 00YCIOBICHA TOBBIIIC-
HUEM aKTUBHOCTHU T-IUTOTOKCHYECKUX TUMMPOIINTOB
(CTLA-4), cunte3oM uHTepJieiikuHa-10 u TpaHcpop-
mupylouero ¢akropa pocrta 6eta. Takum oOpazom,
MIPY UANOMMATUICCKOM HEe(DPOTUUECKOM CHHIPOME
cyuiecTByeT JedeKT caMOperyjasiiiuu TMOJIOLMTOB,
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YTO MPUBOAUT K MOCTOSIHHOW askcmnpeccun CD80O
U cToiikoit mporennypuu [30].

B mociennee BpeMsi TIOJIyYeHBI HOBBIE B3KCIICPU-
MEHTaJIbHBIC TaHHBIC O POJIM OeJiKa ceMelCcTBa TJINKO-
IIPOTEUHOB, CEKPETUPYEMOTO B MOAOIMTAX, — AHTHO-
nostuHnonooHoro 6enka-4 (ANGPTL4) B pazButuu
MIPOTCUHYPUU. B 3KcIeprMeHTe Ha MBIIIaX CBEPXIKC-
Tpeccusl yKa3aHHOTO Oejika TPUBOIUT K Pa3BUTHIO
MIPOTCUHYPUU W CTIAXUBAHUIO HOXEK ITOJOIMTOB.
OtkpbiTue poiu ANGPTL4 B matoreHese HedbpoTu-
YEeCKOTO CHHAPOMa OOBSICHSICT MHOTHE KJIaCCUICCKUE
0COOEHHOCTU 3TOro 3a00JIeBaHUS, B TOM YMCJIEe YYBCT-
BHUTEJIPHOCTh K IIFOKOKOPTUKOUIAM, CEJICKTUBHOCTH
MIPOTCUHYPUU U TIOTEPIO OTPUIIATEILHOTO 3apsiia TIJIo-
MepyJisipHO#t 6a3anbHO MeMOpaHbl [31].

3AK/IIOYEHUE

ITaToreHeTnueckue MEXaHU3MBbI, MNPpUBOAAILINC
K Pa3sBUTUIO UANOIIAaTUYCCKOI'O HC(inOTI/I‘-ICCKOFO CHUH-
JpoMa C MUHUMaAJIbHBIMU HU3MCHCHUAMU, H3Yy4daJIUChb
Ha NMPOTAXCHUN JNECITUTICTUM. npOBCI[CHHHe nucclie-
JOBaHUM4A IMOKa3aJiv, 4YTO UIMONATUYECKUN He(l)pOTI/I'-Ie-
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IIpo6Jiembl 103UpPOBaHUS NMPENAPATOB KAPHUTHHA B IETCKOM BO3pacTe

U.JI. bpun, M.JI. llynaiikun, C.B. Jucuyuna

HayuHbli LeHTp 3gopoBbs aetein PAMH, OO0 «MNK-DAPMA», Mockea

Problems in the dosing of carnitine drugs in childhood

I.L. Brin, M.L. Dunaikin, S.V. Lisitsina

Research Center for Children’s Health, Russian Academy of Medical Sciences, «PIQ-PHARMA», Moscow

Leas 0030pa — cHCTEMATH3MPOBATH JAHHBIE MO HCHOJb30BAHUIO NMPENAPATOB JIEBOKAPHUTHHA B IETCKOM BO3pacTe. AKTYAJbHBI
H3y4eHue BO3PACTHBIX 0COOEHHOCTEel KAPHUTHHOBOTO 0OMEHa B HOPMe M MPH NATOJIOTMH, 10303aBHCHMOCTH 3()()eKTOB Npenaparos
L-kapuuTuna y neteil, pe;KMMOB UX T03UPOBAHMUS C YYETOM CTAUH NATOJOTHYECKUX NPOLECCOB U KOHCTUTYIMOHAIbHO - UHAUBH/LY -
aJIbHBIX XaPAKTEPHCTUK NALHMEHTAa, Pa3pa0oTKa KIMHUYECKHX U JJa00PATOPHBIX KPUTEPHEB /IS HA3HAYEHHS U KOHTPOJIA Tepanuu.

Knrouesvie crosa: demu, L-kapnumun (nesokaphumut), Inokap, UHOUBUOYANbHBLE pedcUM 03UPOBAHUS NPEnapamos.

The purpose of the review is to systematize data on the use of L-carnitine drugs in childhood. It is relevant to study the age-related
carnitine metabolic features in health and disease, the dose-dependent effects of L-carnitine preparations in children, their dosage
regimens in terms of the stage of pathological processes and the individual constitutional characteristics of a patient and to develop
clinical and laboratory criteria for prescribing and monitoring therapy.

Key words: children, L-carnitine (levocarnitine), Elkar, individual drug-dosage regimen.

B TTOCJICIHUE ECATUICTUST OTMEYEH OOJIBIION Hayd-
HBI W TIPAaKTMUYECKWIT WHTEPeC K BO3ZMOXHOCTIM
METa0OJMIECKOM Tepanuud, OCOOEHHO C MCITOJIb30Ba-
HHMEM TIPUPOIHBIX aHAJIOTOB OMOJOTUYECKU aKTUBHBIX
BerecTB. OTHOCSIIIMECS K 3TOU TPYIIe IpernapaThl Kap-
HWTHWHA BOCTPEOOBAHBI B PA3IMYHBIX 00TACTSIX MEIUIIN-
HBI, YTO CBSI3aHO C €TO y9acTHEM BO BCEX BHIAX OOMeHa
BEIIECTB, OCOOCHHO B 3HeproobecrnedyeHnun. Pazpabo-
TaHBI pa3IUIHBIE (hapMaKosorndeckre HopMBbl Tpera-
paToB KapHUTWHA — TBEPIbIe U XUIKWUE IS TIepOpaTh-
HOTO NPUMEHEHUsI, ”HBEKIIMOHHBIC, a TAKXE B COCTaBE
cMeceil i muTaHusT (Kak Ut BCKapMJTUBaHUS JIeTeH
paHHEro BO3pacra, Tak M Ul LeJiei CIIOPTUBHOW Menu-
LIMHBI U 310poBOro odpasza xusHu). [Tockosnbky 6uoso-
TMYECKM aKTUBHBIM SIBJISICTCS JICBOBPAIAIOIINIA M30-
Mep KapHUTHHA, KOTOPBI pa3pelieH K IMPUMEHEHUIO
(B oinune ot D-dopmbl), nonassitoliee 60IbIIMHCTBO
BBITTYCKAEMBIX TIPETNapaToB COACPKUT L-KapHUTUH (J1e-
BOKapHUTHH). Ha poccmiickoM pBIHKE IpencTaBIeHbI
TperapaThl JICBOKAPHUTUHA PA3TUIHBIX TTPOU3BOIUTE-
JIel, OTHAKO MacIITaOHbIe WCCIICOBAaHUS €ro IpuMe-
HEHMS B TICIUATPUU TTPOBOMWJINCH C MCITOTH30BAHUEM
OTEUYEeCTBEHHON pa3pabOTKM — JICKApCTBEHHOTO TIpe-

© Konnektns aBTopos, 2014
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Anpec s koppecnonnenuun: bpun Mpuna JleoHoBHA — 1.M.H., B.H.C. OTIe-
JIEHUSI BOCCTAaHOBUTEJILHOTO JISUEHUsI [IeTeii ¢ LepeOpalbHbIMU NapanyamMmu
Hayunoro 1ieHTpa 3m0poBbs aeteit PAMH

JyHaiikuH Muxawui JIbBOBUY — K.I1.H., JIOLL., CT.H.C. TOTO € OTACICHUSI
119991 Mocksa, JIOMOHOCOBCKHMIA TIPOCTIEKT, 1. 2/62

Jlucunmua Ceetnana ButanseBHa — KoHcysraHT OO0 «[TUK-DAPMA»
125047 Mocksa, Opy:KeliHblii repeyiok, i. 25, ctp. |

rmapata Ha OCHOBe L-KapHUTWHA B BHIE IEPOPaTbHOMN
dopmnbl (20% n 30% BogHOTO pacTBOpa JIECBOKAPHUTHHA)
— Dabkap® (000 «JTUK-DAPMA», perncrpalimOHHBIIA
Ne 000208,/01-2001, JICP-006143/10) [1—3].

B MHCTPYKIIMAX 110 MEAULIMHCKOMY —TTPUMEHEHUIO
MpeTapaToB JCBOKAapHUTHHA y eTel, KaK MPaBWIO, yKa-
3BIBAIOTCSI CPEMHME BO3PACTHBIC Pa30BBIC U CYTOUHBIE
IIO3UPOBKH, [UISI HEKOTOPBIX COCTOSTHUN — TIPOIOJIKM-
TeJbHOCTh ITPUEMa, HO 04YeBUACH Ae(UIIUT MHDOPMALTUT
0 ITombope JTO3MPOBOK B 3aBUCMMOCTH  OT STHOJIOTHH,
MaToreHe3a 1 TSDKECTH 3a00JIeBaHMS, 3Tala pa3BUTHSI pe-
OcHKa, eT0 MHIUBUIYaTbHBIX 0COOEHHOCTEH.

Lenp HacTosmiero ob3opa — CHUCTEMaTU3UPOBATh
JIaHHbIE TI0 UCMOJb30BaHUI0 L-KapHUTWMHA Yy meTeit
1 00paTUTh BHMMaHMWE Ha MPOOJeMbl WHIWBUIYATbHO-
IO peXWMa TO3UPOBAHUS TIPEIapaToB JICBOKAPDHUTHHA
B IETCKOM BO3pacTe.

W3BecTHO, uTO AeiicTBUe L-KapHUTHHA UMEET 103032~
BMCHUMBIIA XapaKTep, CBSI3aHHBIN ¢ pa3TIMYHbIMU MEXaHHU3-
MaMH €TO0 yJacTHs B OOMEHHBIX, UMMYHHBIX, TPO(DUUECKHUX
W IpyTUX TIpoleccax. Tak, Bpsiie SKCIEPUMEHTATbHBIX
U KIIMHUYECKUX ~UMCCIICIOBaHUI  TTPONEMOHCTPUPOBaHA
OuoJiornveckasi aKTUBHOCTh BBICOKHX TepareBTHYECKHUX
no3 L-kapHUTHHA, CXOAHAsl CTaKOBOM MIIOKOKOPTUKO-
WIOB, YTO pealu3yeTcsl Yepe3 aKTUBAIIMI0 KapHUTUHOM
anbba-NIIOKOKOPTUKOUIHBIX pelenTopos [4]. DToT Me-
XaHM3M JECTBUSI KapHUTUHA TPEAIoiaraeT CUCTEMHBIE
3(hEKTHI 1 UCTIONB3YETCS C IETbI0 MMMYHOMOMYJISIITAH,
CTUMYJISIIIAY 3PUTPOIT033a, TONABICHUS BOCTIAUTETBHBIX
peaxkiuii, BYaCTHOCTU Yy OOJIbHBIX, HAXOMSIIMUXCS Ha re-
moauanuse [5]. TlokazaHo TakxKe, YTO MPU BHICOKUX (DU-
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3MUYECKUX Harpyskax L-KapHWTHUH B KadeCcTBE IUIIIEBOM
0OABKY MOBBIIIACT COACPXKaHUE B IIa3Me KPOBU aHa0o0-
JITIECKUX TOPMOHOB (TECTOCTEPOHA, WHCYIMHOIOTOOHO-
ro ¢akTopa pocta u ip.) [6]. Takum obpazom, 3T Mexa-
HM3MBI JCUCTBUS JICBOKAPHUTIHA MOTYT OOYCJIOBIMBATH
oco0ble peaklMu, He Bcerjga Mpejackazyembie B IETCKOM
BO3pacTe BCJICACTBUE HE TOJIBKO WHIWBUAYATBHBIX OCO-
OeHHocTell pebeHKa, HO U B CWJTy OHTOTCHETUYECKMX 3a-
KOHOMEPHOCTEH CTAaHOBJICHMSI PETYJIITOPHBIX TTPOIICCCOB
Pa3JIMIHBIX YPOBHEH (PEIETITOPHOTO, HEMPOTYMOPATEHO-
ro, UMMYHHOTO).

B nequarpun 0ocoOGeHHOCTH 10303aBUCUMBIX 3 heK-
TOB JICBOKAPHUTHHA TIPAKTUIECKU He M3yYeHBI. B psime
WCCIIeIOBAaHUI COOOIIAIOCh O PEIKUX, OMHAKO HeXe-
JIATeNBHBIX ero 3ddeKTax, TaKuX KaK TUCTICTITHYECKHE
sBJIeHUs1 (TacTpairusi, TOHOTa) [7], ydallleHue BSHy-
pe3a [8], peakuuu M3OBITOYHONW aKTUBALIMU (TOJIOBHAsI
00J1b, BO30YXICHNE, YCUIICHUE IBUTATEIBHON PacTOPMO-
>KEHHOCTU, TUKOB, HapyllleHUl cHa 1 T.11.) [9], Kynupye-
MBIX CHIKCHUEM J03BI TIperapara.

WHnuBUIyaIbHBIN TTOXOODP TO3UPOBOK U IUTUTEITb-
HOCTH KypCOB JIeUeHUs L-KapHUTWMHOM IIpeaIioiaraet
TaKKe YYeT CTaIud ITaTOJIOTMYECKOro Tipoliecca. Tak,
TIPU CCICIOBAHUN HAPYIICHWII KJIETOYHOTO 3HEPTo-
obMmeHa y neteit ¢ runorpodueii, aprepuaibHON Turep-
TEH3MEH, METabOTMIECKUM CUHAPOMOM ITOKa3aHbI pa3-
JIMIUST aKTUBHOCTH MUTOXOHIPHAIBHBIX (HEepMEHTOB,
colepkaHUsT TOPMOHOB M Pa3TMIHBIX TTOKA3aTeleit yrie-
BOITHOTO 1 OEJIKOBOTO OOMEHA B 3aBUCIMOCTHU OT CTAIMH
u a3l xpoHuueckoro crpecca [10]. OueBuaHO, 4TO pe-
SKUM JTO3MPOBAHUS TIPEapaToB JICBOKAPHUTHUHA TODKEH
OBITH Pa3IMYHBIM Ha Pa3HBIX dTarax JIEYCHUST ITUX pac-
CTPOMCTB, UTO ITOKA OCTAETCSI HEPEIIICHHBIM.

WHnuBunyasbHOE T03MpoOBaHME TpemnapaToB L-kap-
HWTHHA TPeOYeT ydeTa pa3HbIX KITMHUICCKUX U Jlabopa-
TOPHBIX ACIEKTOB. B yCIIOBUSX KPYITHBIX HayJIHBIX yd-
PEXICHUN U CTICIMATM3UPOBAHHBIX KIMHUK BO3MOXHBI
IyO0OKMe OMOXMMHWYECKUE W IIMTOXUMHUYECKUE HCCIIe-
TOBAHUST C OTPEACTICHUEM COCTOSTHUSI KapHUTHHOBOTO
oOMeHa, TToKasaresieii aKTUBHOCTH MUTOXOHIPUATBHBIX
(bepMeHTOB ¥ APYTUX COMPSKEHHBIX MPOIIECCOB, Ha OC-
HOBaHWM Yero TOAOUparOTCs KYPCHl HEPTOTPOITHOMN
tepanuu [11, 12]. OnHako npenaparbl JIeBOKapHUTUHA
MU POKO MCTIOTB3YIOTCS TTeANaTPaMU TIOJTUKINHUK U CTa-

LIMOHAPOB 0e3 crieluaibHON J1abopaTOpHON TUArHOCTHU-
KU, 4TO OOYCJIOBJIMBAET Pa3pabOTKy KIMHUYECKUX KPU-
TEpPUEB ISl UX aeKBATHOTO Ha3HAYESHUS.

WccnenoBanusi U KIMHWYECKAsl MpPaKTUKA BHECIU
YTOUHEHMSI B PEKOMEHAALMU 10 PEXUMY J03UPOBAHUS
npenapatoB L-kapHUTHHA Y IETeil B cOCTaBe KOMILIEKC-
HOI Tepanuu pasJMyHbIX COCTOSIHUI MPU Pa3HbIX HO30-
Jormyeckux ¢dopmax (tada. 1, 2). U3 npeacraBieHHBIX
JAHHBIX CJIETYeT, YTO MPU TSKEI0i OpraHHOM NaToJ0TUH,
BBIPAXKEHHbIX META0OJMYECKUX HAPYIIEHUsIX (OCOOEHHO
C KIIMHUYECKUMU U JJaOOPATOPHBIMU MOATBEPXKACHUSIMU
MUTOXOHIPUAIBHOM HEJO0CTaTOYHOCTU), MUHTEHCUBHBIX
Harpyskax (YMCTBEHHbBIX U (PU3MUECKHX), OCOOBIX COCTO-
SIHUSIX (OTMepaTUBHbIE BMEIIATEIbCTBA U TIEPUOJ BOCCTA-
HOBJIEHMSI [10CJIe HUX, TEMOJAUAIN3), MPUEeMe TOKCUUHBIX
JIeKapcTB (BaJIbIIPOATOB MPU JICYEHUU STUJICTICUIA, Hell-
POJIENITUKOB TIPU ayTU3ME) Ha3HA4yaloT BbICOKUE 03Bl
npernapaToB JieBOKapHUTUHA. B aTux ciyuasx sddexTs
L-kapHUTHHA CBSI3aHbI C €ro SHEPrOTPOMHBIM JEHCT-
BUEM, YCWJIEHUEM aHa0OJIMYECKUX IMPOLECCOB, a TAKXKe
yyacTMeM B JIETOKCUKALIMM psiia TPOAYKTOB OOMEHa.
B npodunakrike 3abosieBaHuii, MPU KOMIIEHCALIMU Ta-
TOJIOTUYECKHUX TMPOLIECCOB, IS MOJIEPXKAHUS PA3BUTUS
B KPU3UCHBIE MEPUObl UCIOIb3YIOT, KaK IMPaBUIo, Ma-
JIbIE M CpeJIHUE J103bl JIEBOKAapHUTUHA. B psine pabot pe-
KOMEH/IOBAHO YYUTBIBATh CYyTOUHbIE OMOPUTMBI: IS aK-
TUBALMA METa0OJIMYECKUX TIPOLIECCOB U MPOSIBICHUS
SHEProTPONHOro ACHCTBUS KapHUTWMHA €ro Ha3HayaloT
B [1€PBOI MOJIOBUHE JIHS, ISl yCUIeHUSI TPODOTPOITHBIX
npoiieccoB — BeuepoM [9, 55].

O4YeBUIHO, YTO JO3WPOBAHME TMpPenapaToB TOJXKHO
pazauyathbes y aeTeld ¢ pa3HbIMU KOHCTUTYLMOHATbHBIMU
tunamu. Ha coBpeMeHHOM 3Tare MeIULMHbI CTaJl0 BO3-
MOXHBIM COOTHOCUTb MOP(OKOHCTUTYLIMOHATIbHBIE 0CO-
OEHHOCTU C MOJIEKYJIIPHO-OMOXMMUYECKMMU Tpoliecca-
mu. Tak, A. Gardner (2012) npemoxuia paccMaTpuBaTh
MPenpacrogokXeHHOCTb K IMCUXUYECKUM 3a00JIeBaHUSIM
B CBSI3U C COMATOTUIIAMM, JJIsI Ka&KIOTO M3 KOTOPBIX Xa-
pakTepHbl OCOOEHHOCTU MeTadoau3Ma U (PYHKIIMOHU-
pOBaHUST MUTOXOHIpHUI [56]. B Hammx wucciemoBaHUSIX
rnokazaHa crietuu@uka BereTaTMBHbIX peaklMil W MposiB-
JIEHUi, BTOM uuciie OOMEHHbIX HapylleHWi, Yy aeTeit
C MOCIEACTBUSIMUA TIEPUHATATBHBIX MOPaXXeHUN HEpBHOI
CUCTEMbl Pa3IMYHON TSIXKECTU W UCXOAaMU (B CTPYKTYpe

Tabnuya 1. Tpanauuu 103MpoOBOK JIeBOKAPHUTHHA B BO3PACTHBIX IPYNNAX NPH NepPOpaIbHOM NpuMeHenuu [9]

Bospacr nereit Jo3a L-kapHUTHHA, MT B CyTKI
MUWHUMaJIbHasA CpeaHsIA BBICOKaA

1—6 mec 75 100 150
6—12 mec 75 150 225
1—3 rona 100 200 300
3—7 ner 300 500 1000
7—10 et 500 1000 1500
Crapmre 10 et 1000 1500 2000
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Tabauya 2. Pekomenaamm no 103MPoBaRMIo L-KaPHUTHHA B IieMATPUN IIPH NIEPOPATLHOM NpHeMe NPenapaTos

O067acTh MPUMEHEHMsI, TOKa3aHUsI

Pexum JO3UPOBAHUS

Heonaronorus

Tunorpodus u 3aaepxkka BHyTpUyTpOOHOTO Pa3BUTUS

y TOHOILIEHHBIX HOBOPOXKIEHHBIX

HenoHolieHHBIE €T, B TOM YUCJIE ¢ 9KCTPEMaJIbHO MaJIoi
Maccou Tena

HenoHolieHHbIE I€TH € 3a1€PXKKOM BHYTPUYTPOOHOTO
pa3BUTHS

TTocTrunokcuyeckast KapauoIaTus HOBOPOXKICHHBIX
Jlesamanraliys cepaeqHO-COCYAUCTOM CUCTEMbI Y HETOHO-
IIEHHBIX HOBOPOXICHHBIX

HenoHoleHHBIE ¢ pecmMPaTOPHBIM IUCTPECC-CUHAPOMOM
Tunoxkcnuecku-uimemmuueckoe nopaxenue LIHC u kapauo-
TaTust

Tunokcryeckas nmemMusi MUOKapaa y HOBOPOKIEHHBIX
Tunoxkcuuecku-uimemuueckoe nopaxenue LIHC I1 u 111
CTEeTIeHU

TunepounupyorHEMMSI HOBOPOXKIEHHbBIX

HacneacrBennas naroJiorus

MuTOoXOHIpUATbHbBIE CUHAPOMbI, HAPYILIEHUST OKUCIEHUST
SKUPHBIX KMCJIOT, CMHAPOM PetTta

MuroxoHapuranbHbIe SHIIE()ATOMUOTIATAN
W3oBanepuaHoBas aluaeMus

OpraHuyeckue aluaeMumn

3aboIeBaHUST COENMHUTETbHOM TKAaHU

(cunapomsl Dinepca—/lannoca u Mapdana)
HacnenctBeHHbIE CHHAPOMBI HU3KOI'O POCTA HEOHIOKPUH-
Horo reHe3a (cuHapomMbl HyHan, Aapckora, [llepemieBcko-
ro—Tepnepa, CunbBepa—Paccena, Pyounmreitna— Teitou
M Ap., OCTEOXOHIPOAUCILIAZIH)

ITopaxkeHusi HepBHO# CHCTEMBI
IlepuHaranpHas sH1EdaTONaTHs y AeTeit MEPBOTo rojaa
KU3HU:

110 6 MeC XU3HU

6—12 Mec Xu3HU
MuHUMaTbHBIE MO3TOBbIE TUCHYHKITUN, TTOTPAHUYHbBIE
HEPBHO-TICUXUYECKUE PACCTPONCTBA, AyTUCTUYECKUIA CUH-
IIPOM, IETCKUE 1iepedpaibHbIe TapAIUUU U OPTaHUYECKUE
nopaxeHnust [IHC BcnencTsue TpaBm, WHGEKINI 1 TOPOKOB
pa3BUTHUS

Hapymenus passutusa y neteit 1—2 et Ku3HU, POAUBIIIIX-
Cs1 HEIOHOIIIEHHBIMU ¢ Maccoii Tejia MmeHee 1500 ©
Hapyienus peun, ICUXMYECKOTO Pa3BUTHS U TTOBEACHUS

y neten

Onunencun (pasHbie GopMbl)

AyTuszm
CHHIPOM LIUKJINYECKON PBOTHI

HepBHo-MbllIeuHbIe 3a00aeBaHUs (CTPYKTYPHbIE MUOTIATUY
W MbIIIEYHBIE TUCTPODUN)

PaccTpoiicTBa BereTaTMBHOM PeryIsium

100 mr/kr B cytku 3—4 Hen [13]

50 Mr/KT B CyTKU B aBa npuema ¢ 7—10-ro qHst 2—3 Hex [14]
20—30 Mr/KT B CyTKM Ha 3Tare BhIXakuBaHU [15]
100 mMr/Kr B cyTKM 1 Mec co BTOPOro Mecsiia ku3uu [16]

50—75 Mr/Kr B cyTKU B 1Ba IipueMa 2 mec [17]
60—150 mr/cyr 2—4 Hen [18]
50 Mr/Kr B cyTKU B TeueHue 21 aus [19]
100 mr/kr 25 mHeit [20]
100 mr/kr B cytku 2—4 Hen [21]

100 mr/kr B cytku 2—4 Hen [22]
75—100 Mr/Kr B 1Ba mpreMa He MeHee 1 mec [23, 24|
50 Mr/KT B cyTKHM 1 Mec B KBapTas B TeueHue 2 JieT [25]
60— 150 Mr/cyT B 1Ba mpuema 2—4 Hen [26]

20—30 Mr/Kr B CyTKM JIIATEIBHO |7, 27, 28]

50—75 MT/KT B CyTKU JUIUTENIBHO [28]
50 Mr/KT B CyTKU JUIUTENBHO [29]

100—150 mMr/KT B cyTKH (B TIEpHOI METabOIMIECKOTO Kpr3a
TapeHTepaibHOE BBeIeHNE 00Jiee BEICOKUX 103), IIPU MeTa-
o6oanueckoit komrneHcanuu 40—50 mr/kr B cytku [30]
15—20 Mr/KT B CyTKM 3 Mec He MeHee TpeX KypcoB B rox [31]

20 mr/Kr B cyTKu (He 6osiee 600 Mr): IByXMeCSYHbIE KYPChI C
rnepepbIBoM 110 2 mec [32]

o 150 mr/cyt He MeHee 2 Mec [9]

o 225 mr/cyT He MmeHee 3 Mec [9]
MuHUMAaIBHBIE BO3PACTHBIE J03bI — IIPK (DYHKIIMOHAIBHBIX
HapyIIeHUSIX, PACTOPMOXEHHOCTH U MOBBIILIEHHOI BO30Y-
TIIMMOCTH; CPSTHIE 1 BBICOKUE TO3bI — TIPY OPTaHUYECKUX
IMOPaKEHUSIX HEPBHOI CUCTEMBI, BEIPAXKEHHOM MCTOIIAEMO-
CTH MICUXUYECKUX IIPOLIECCOB; IIPOAOJIKUTEILHOCT KYyPCOB
WHIWBUAyanbHa [9]

50—100 mr/Kr B cyTKH 1 Mec (C IMOCTEITeHHBIM MOBBIIIEHUEM
o3UpoBKHM) [33]

50—100 mr/Kr B cyTku 2—3 Mec [34]

20—30 Mr/Kr B CyTKM MUHUMYM 3 Heq [35]; BBICOKHE 103bl
Ha (hoHe TTpreMa IMPOTUBOAMUJICIITUIECKUX MpernapaTos [9]
2—3 1 3 pa3a B CyTKU 2-MeCSTYHBIMU Kypcamu (Ha hoHe TTpu-
eMa HeiposenTukoB) [36]

2 12 pa3a B IeHb C MTHIUBUIYaJIbHOMN MPOIOKUTETHHOCTHIO
mpuema (1o 2 ner) [37]

20—30 Mr/Kr B CyTKM 2-MeCSIUYHBIMU KypCaMH C TiepephbiBa-
mu 110 2 mec [38]

MuHUMaTBHBIE BO3PACTHBIE TO3BI C IIOCTEIIEHHBIM IT0-
BBIIIEHUEM JIO CPEIHUX TP AeDULINTE TPODOTPOITHBIX
MPOIIECCOB, BEICOKUE U CPEIHUE T03bI C LIEIbIO aKTUBALIMKI
SPTrOTPOMHBIX Mpolieccos [39]
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Tabauya 2. PexoMennauuu no 103MpPOBAHMI0 L-KapHUTHHA B e AMATPHH NP NEPOPATLHOM NpHEMe NPENapaTos (IPoJo/pKeHNe)

O6s1acTh MPUMEHEHUSI, TOKa3aHUSI

Pexxum no3upoBaHust

ITaroJiorus cepaeyHoO-COCYIMCTOM CHCTEMBI
WanonaTuyeckue 1 MUTOXOHIPUATbHbBIE KADAUOMUOTIATUH,
HapyIIeHUS CEPIETHOTO PUTMa

Muokaparoauctpodust

NHbexumoHHbIe MopaXeHust MuoKapa

OKCTPaCUCTOJIUS

IIaToJiorusi SHAOKPUHHOI CHCTEMBI

CaxapHblii 1rabeT | Tumna ¢ mpu3HaKaMu TUCTPOGUr MUO-
Kapja

LlepeOposHIOKPUHHBIN CUHAPOM, B TOM YHUCJIE C OXKUPEHU-
eM

TunoranaMuyecKuit CMHAPOM MyOEepTaTHOTO MEPHOJA Y e~
BYIIIEK-ITOIPOCTKOB C HAPYIIIEHNEM MEHCTPYaJTbHOTO IIUKIIa
MeTabomnyecKuil CMHAPOM C OKUPEHUEM

ITaTot0rust mo4YeK ¥ MOYEBON CHCTEMbI
IunepakTMBHBINA MOYEBOI ITy3bIPb
TyOynouHTepcTULIMATbHBIE HEPPUTHI
Pedmokc-Hedpomnarust

Xponnyeckue OPOHXO0JIErOYHbIE 3200IeBAHNS

Yacro Ooseromue aeTu
XpoHUYeCKHii TOH3HLTUT

Annieprudeckue 3a00JieBaHus
ATOTIMYECKUI IepPMATUT
BponxnanbHas actMa

OnepaTuBHbIe BMEIATENbCTBA (ITOATOTOBUTEIbHBIN U MOCTE-
OTIePallOHHBIN TIEPUOJIBI)

l'[potbpmaKTw{ecKas{ MEIMIIMHA U CIIOPT

50—100 Mr/kr B cyTKu (He 60ee 3 r/cyT) 6 mec [40]

50 Mr/KT B cyTKH [41]
30 Mr/KT B CyTKH [42]
30 mr/KT B cyTKU [43]

30 Mr/KT B CyTKH He MeHee 1 Mec [44]

1000—2000 mMr/cyT B 3aBUCUMOCTH OT BO3pacTa KypcoM
2—3 mec [9]
o 2000 mr/cyt 4—6 mec [9]

500 mr/cyt y nereit 12—16 aer 1 mec [45]

30—50 mr/Kr B cyTku He MeHee 1 mec [8]
20—30 mr/kr He MeHee 2 Hex [46]
200 mr/cyt getsim o 3 et 3—4 mec [47]

50 mr/xr B cyTku 1 Mec [48]

BospactHsie 10361 B TeueHne 2—3 Mmec [49]
300 mr/cyT y nereit 1— 6 jer,
600 mr/cyt y nereit 6—12 siet 2 mec [50]

BospactHbie 103561 B TeueHne 2—3 mec [49]
Bo3spacTtHbie 103upoBKu 2 Mec [51]

MaxkcumaabHbIe BO3pacTHbIE 0361 [9]

HeGomnbIie u cpeiHre 10361 — MPU JUTUTETBHBIX MTOBBIIIEH-
HBIX HATPY3KaxX, MAKCUMaJIbHbIE BO3PACTHBIE O3Bl — TP
MHTEHCUBHBIX HArpy3Kax U CTPECCOBBIX cUTyalusix [9];
30—75 Mr/KT B CyTKHM B TeueHue 1,5 Mec y moapoCcTKOB—
CITOPTCMEHOB [52, 53];

500 mr/cyT 1 Mec s ananTaiuy MOIPOCTKOB K CTPECCOBBIM
Harpy3kam [54]

HEMPOTICUXOJIOTMYECKIX CUHIPOMOB C ITPEUMYILECTBEH-
HOW TUCHYHKIMEH TTPaBOrO WX JIEBOTO MOTYIIAPUS MO3-
ra) [57, 58]. OuepueHHas] KJIMHUYECKAsl CUMITOMATUKA
STUX CHUHIPOMOB (HEBPOJIOTUYECKUE, ITOBEACHUYECKHE,
SMOLMOHANbHBIE MPOSIBJICHUSI, XapaKTep BereTaTMBHBIX
IUCHYHKIMIA) MOXET B ONpPeNeSICHHOM CTeTIeHU OpUEH-
TUPOBaTh KIIMHULIMCTOB B HA3HAYEHUM TpErapaTtoB Kap-
HUTHHA Y JeTeil: aKLEeHTUPOBATh €r0 SHEPrOTPOITHO-Me-
TaboJIMYECKOe WJIM HelipoMoy vpytolee aeictaue [9].
Hcxons M3 Halllero OrbITa, AETSIM C IIPEUMYIIEeCTBEHHOI
TMUChYHKITUEH JIeBOTO TIOJTyIIapysi MO3Ta 11eJIeCo00pa3Ho
HaYMHAThL Teparuio mpernapataMu L-KapHUTHHA ¢ MUHU-
MaJIbHBIX BO3PACTHBIX 103 B TeUeHUE 2—3 Hell, TTOCIIe Yero
cpeaHeTepaneBTUUECKe JT03bl MOTYT HCITOb30BaThCS
HeTpepsIBHO 110 3—6 Mec. JleTsiM ¢ nrchyHKIMEH Tpa-
BOTO TTOJIyLIAPHS B Havajie JISYeHUsT TTOKA3aHbl BHICOKHE
JIO3bI JICBOKAPHUTUHA B Te4eHUe 2—3 Hel, 3aTeM MUHM-
MaJbHbIe JO3WPOBKHU MPEPHIBUCTBIMKU KypcaMU I10 3 HeJl

¢ 3-HeleqbHbIMU NlepepbiBaMU Mexay HuMu. [Tpomosku-
TEJIbHOCTb JISUEHUsI MpernapataMu KapHUTHHA (KaK MOHO-
Teparusi, Tak U B COCTaBe KOMILUIEKCHOI Tepanuu) Takxke
UHIMBUAYaJIbHA (OT 3 MeC 10 HECKOJIbKUX JIET B 3aBUCH-
MOCTH OT COCTOSIHUSI MairueHTa) [39].

Takum oGpa3oM, B HACTOsIIIEE BpeMsl HAKOIUIeH 0OJIb-
ION KJIMHWUYECKHUIA OMbIT IO MPUMEHEHUIO MMpernapaToB
JIEBOKapHUTUHA (2JIbKapa) B MeauaTpuu, pa3padoTaHbl
PEKOMEHALIMU 10 €r0  JI03UPOBAHUIO TPU PA3TUYHOM
MaToJIOTUM U COCTOSIHUSX. AKTYyaJIbHbIMU TpoOieMaMu
OCTalOTCSl M3YYE€HME BO3PACTHBIX OCOOEHHOCTEN KapHU-
TUHOBOTO OOMEHA B HOpPME U IPU MaTOJOTUH, J0303aBU-
cumocTH 3(GhEKTOB NpenapaToB L-KapHUTUHA B JETCKOM
BO3pacTe, PeXKMMOB UX UHAUBUAYATbHOTO TO3WPOBAHUS,
YUUTBIBAIOIIMX CTAAMIO TMATOJOTMUYECKUX IMPOLIECCOB
U KOHCTUTYLIMOHAIbHO-UHIMBUIYAJIbHbIE XapaKTePUCTHU-
KU MalMeHTa, pa3padoTKa KIMHUYECKUX U J1a00paTOPHBIX
KPUTEPUEB 11 HAa3HAUEHUSI Y KOHTPOJISI Teparuu.
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CoBpeMeHHbIE METO/IbI 00C/IeI0BAHUS 0O0JIbHBIX THIIEPTPOPHIECKOIT KAPIHOMHONIATHEH
O.C. Iposnosa, U.B. Jleonmvesa, A.B. Ilonskosa

Hay4Ho-nccnenoBaTenbCKnin KMIMHNYECKUIA MHCTUTYT neanatpum, Mockea

Current examination methods in patients with hypertrophic cardiomyopathy

0.S. Groznova, 1.V. Leontyeva, A.V. Polyakova

Research Clinical Institute of Pediatrics, Moscow

Bbicokast yacToTa BcTpe4aeMoCTH runepTpoduu MHOKApIa CTABHUT Mepes MPAKTHYECKHMH BpayaMu 3a1ady audgdepeHnnaibsHoro
JIMATHO32 M PAHHETO BbISBJIEHHS CPe MALMEHTOB ¢ runepTpodueii MUOKapaa 00bHBIX runepTpodyecKoil KapanoMuonaTueii 1
omnpeje/ieHUs] TAKTHKA BeJeHHsl, NMPeJOTBPALIECHUS XKU3HEYTPOKAIOMIMX COCTOSIHMIA M yaydlleHus: mpor{o3a. B cratbe ocBemeHbl
coBpeMeHHbIe MOAXO0bl K AUATHOCTHKE THNepTPodUYecKuX KapIMOMHONATHIA. PeJCTaB/IeHbl MOJIEKYIsSPHO-TeHeTHIYeCKHe Hcclle-
nosanusi; 3D axokapauorpadus, no3BoJsA0mAs TOYHO U3MEPUTH 00beMHbIE MOKA3aTe/IM KaMep cepAla; CNeKJI-TPeKHHT U OLEeHKa
nedropmManyu JIeBOro npeacepaus U JIeBOro XKeayJ04Ka KaK AMarHocTHYecKre M MPOrHOCTHIECKHe KPUTEePHH TedeHus! runepTpodu-
yeckoii kKapauomuonatun; MPT cepaua ¢ onpenesienneM o0beMHbIX MOKa3aTeJieid, MAacChl MHOKapJa W TPAOEKYISIPHOCTH JIEBOTO
JKeJMyA04Ka; OHOXMMHUYECKHE MapKepbl Meperpy3Ku npeacepanii (MO3roBble HATPUiTypeTHIecKHe nenTuabl B-Tuna) u mmemun Muo-
Kapzaa (TpononuH-T); a TakKe 3J1eKTpoKapanorpaguyeckne MeTobI HCCIeJOBAHUS.

Knrouesvie cnosa: demu, eunepmpoghus muokapoa, eunepmpoguueckas kapouomuonamus, ouazrocmuka, 3D sxokapouoepagus,
cneka-mpekune (speckle tracking), deghopmayus (strain) npedcepdus u xcenydouxa, ouccunxponus (dyssynchrony), MPT cepoua,
M03208011 Hampuyilypemuueckutl nenmud, mponoHun-T.

The high incidence of myocardial hypertrophy poses practitioners a problem in the differential diagnosis and early detection of pa-
tients with hypertrophic cardiomyopathy among those with myocardial hypertrophy in order to define treatment policy, to prevent
life-threating conditions, and to improve prognosis. The paper presents current approaches to diagnosing hypertrophic cardiomyopa-
thies and molecular genetic studies; 3D echocardiography that allows the accurate measurement of the volume parameters of cardiac
chambers; speckle tracking and assessment of left atrial and left ventricular strain as diagnostic and prognostic criteria for the course
of hypertrophic cardiomyopathy; cardiac MRI and determination of the volume parameters, myocardial mass, and trabecular pat-
tern of the left ventricle; biochemical parameters of atrial overload (B-type or brain natriuretic peptides) and myocardial ischemia
(troponin T), as well as electrocardiographic studies.

Key words: children, myocardial hypertrophy, hypertrophic cardiomyopathy, diagnosis, 3D echocardiography, speckle tracking, atrial
and ventricular strain, dyssynchrony, cardiac MRI, brain natriuretic peptides, troponin T.

urepTpodryeckass KapIUOMMOIIATUST SIBIISIETCS TSI-

KEJTBIM MTHBATMIU3UPYIONITNM 3a00JICBAHUEM U IMEET
HeOJIarONPUATHBIN [UTsI )KU3HK TIpoTHO3. [lomaBisromnee
OOJBIIMHCTBO  TUTIEPTPODUICCKUX  KapAMOMUOTIATHI
MMEIOT TeHETUYECKYIO ITUOJIOTUIO — 3TO camasl 4acTo
BCTpeyalollasicsl HacjaeJACTBeHHast kapauomuonarus [1].
PazBuBasicb B IeTCKOM BoO3pacte, runeprpoduyeckas
KapIMOMUOIATUSI U COMYTCTBYIOLIME €il cepaeuHO-Cco-
CYIWMCThIC HapyIICHUs IJTUTETbHOE BpPEeMs IPOTEKAIOT
CYOKITMHUYIECKU W YacTO TPUBOMAST K JIETAIBHOMY MCXO-
Iy y 00JIbHBIX B MOJIOAOM Bo3pacte. Hepenko rnepBbiM
U €IUHCTBEHHBIM  TIPOSIBICHUEM  TUIIEPTPODUICCKOMN
KapIVMOMUOIIAaTUU  SIBJISIETCSl  BHe3aIHasl — cepleyHast
cmeptb. CormacHo KoHuenuuu pasBUTHST 3ApaBOOXpa-
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Anpec s koppecnonnenuuu: [posHosa Onbra CepreeBHa — J.M.H., B.H.C. OT-
JieNIeHMsI TTATOJIOTHH CepAeYHO-COCYANCTOI cucteMbl HayuHo-uccnenoBaTenb-
CKOTO KJIMHUYECKOTO MHCTUTYTA MeAUATPUU

JleontseBa Mpuna BukropoBHa — 1.M.H. pod., 3aB. TEM Ke OTAeJIeHUEM
[MonsikoBa AHactacusi BacunbeBHa — GuoOr 1aGOpaTOPHK MOJIEKY/ISIPHOI U
OMOXMMUYECKOI TMArHOCTUKM TOTO XK€ YUPEXKJACHUS

125412 Mocksa, yi1. Tanmomckast, 1. 2

Henust Poccuiickoit ®denepauuu mo 2020 ., BTOpUYHAas
MPoUITaKTUKA KAapIUOMUOITATUI KaK TSDKETBIX HEWH-
(GeKIMOHHBIX 3200J€BAaHUI U MX BOBMOXHO 0oJjiee paH-
Hee 00HapyKeHUE SIBIISTIOTCST OTHUM U3 TIPUOPUTETOB Ha-
IIMOHATTLHOM CUCTEeMBI 3IpaBooXpaHeHust Poccuu.
Tuneptpodusi Muokapaa — wvacrtasi NaToJOrusl: ee
pacnpocTpaHeHHOCTb cocTabisieT 1:500 GoNbHBIX ¢ cep-
JIEYHO-COCYNUCThIMU 3a0ojeBanusiMu [2, 3]. Tuneprpo-
¢dust Mmokapaa HaOJogaeTcs Mpu TUNepTpodhuIecKoi
KapJIMOMMOITaTUH, KOTIA MUMEETCsI CTPYKTYpHAasl HEIToJ-
HOILICHHOCTh KapIWOMUOIINTA BCJICACTBUE HehUIINTa
WJIM TTOJIHOTO OTCYTCTBUSI CUHTE3a ONpeJesIeHHOTo Oei-
Ka, aTakxke ObIBa€T BTOPUYHOH, T.€. pa3BUBAIOLIEHCS
Ha (hoHEe CTPYKTYpHO HOPMAJIBHOTO MMOKapia, HarpHu-
Mep, TIPU apTepUuabHON TUIIEPTCH3UU WU BCIICICTBUE
3aHATUN cropToM. [umepTpoduuecKyro KapauoMHuoIa-
TUIO OTJIMYaeT BBIPAXXCHHAsl TeHeTHYecKas U (heHOTH-
nuyeckasi TeTeporeHHOCTb, YTO CO3MaeT OOJbIINE TPYI-
HOCTH B IMAarHOCTUKE U OTPEICSICHUN TAKTUKK BEICHUS
6opHBIX. [IpobsieMa paHHEH TUATHOCTMKU TUIIEPTPO-
¢duyeckoit kKapauoMUoNnaTuu, a Takxke nuddepeHIInpo-
BaHUS C OPYTUMU BUIAMW TUTIEPTPOGUN MUOKapaa 0co-
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OEHHO aKTyaJjibHa BCJENCTBUE BHICOKOIO PUCKA PA3BUTUSI
SKU3HEYTPOXKAIOIIMX COCTOSIHUI UMEHHO Y OOJIbHBIX THU-
neprpoduueckoit KapaAMOMUONaTUEN.

METO/AbI OBCJIEJJOBAHNA BOJIbHbBIX

B xauecTBe COBpeMEHHbBIX METOHOB OOC/ENOBaHUS
Mpy TUNepTpoUYECKOil KapAMOMUONATUN CJIEeIyeT OT-
METUTb  MOJIEKYJISIPHO-TEHETUYECKUE  UCCIIeIOBaHMS,
MO3BOJISIOUIME ONPEAETUTh MyTallMIO TeHa, OTBETCTBEH -
HOTO 3a BOBHUMKHOBeHME 3a0ojeBaHus; 3D axokapauo-
rpaduio, TMO3BOJSIONIYI0 TOYHO WU3MEPUTb OOBEMHbBIE
rnokasarejiu Kamep cepiua (Bciydae cC runeprpodu-
YEeCKON KapIMOMMOIIaTUEl — OOBEMHBIE MOKa3aTean
JIEBOTO TIpeficeparsi Kak HauboJiee paHHUIT Mapkep Jie-
BOXEJIyIOYKOBOM NUCGHYHKIIMU, a TAKXKE JEBOTO XKey-
JIOYKa); CMEKJI-TPEKUHT U OLIEHKY JedopMaliu JIEBOro
Mpejcepanst 1 JIEBOTO XeJlyJouKa KakK TMarHoCTUUecKue
U MIPOTHOCTUYECKUE KPUTEPUU TEUEHUs] TUnepTpodu-
YECKO  KapAMOMUOIATUU; MArHUTHO-PE30HAHCHYIO
tomorpaduto (MPT) cepaua ¢ olileHKOl 00BbEMHBIX TMO-
Kazareseil, Maccbl MUOKapia U TPaOEeKyJSIPHOCTU JIEBO-
ro Kejynouyka; OMOXMMUYECKUE MapKepbl Meperpysku
npejacepauit (MO3roBbie HATPUIypeTUUYECKUE TMENTUIbI
B-tuna) u umemun muoxkapaa (tponoHuH-T), aTakxe
aJIeKTpoKaparorpaduiecKkue MeTOMAbl, ISl BbISIBICHUS
BEPOSITHOCTU PUCKA KAPAUMOTEHHBIX XU3HEYTPOXKAIOLINUX
COCTOSIHU [4].

Ha naHHbBIii MOMEHT HanOoJIbllIee KOJIUYECTBO TeHE-
TUYECKUX HCCIENOBAHUN CBSI3bIBAIOT TUMNepTpoduye-
CKYIO KapIMOMMOMNATUIO C MYyTALIUSIMU 23 T€HOB, KOJIUPY-
IOIUX CapKOMEpPHbIe OEJKU, U3 HUX Yallle BbISBISIIOTCS
myTtauuu B 11 reHax [5], B ToM unciie reHax B-muo3uHa,
MMO3UHCBsI3bIBatoNIero oeka C, cepieuHOro TpornoHMHa
T, Cu I, a-Tponnomuo3urHa, Jerkux uerneit MuosuHa. Hau-
0oJiee 4acTo Mpu runepTpoUIecKoil KapauoMuonaTuu
UAeHTUGUUUPYIOT MyTauuu reHoB MYBPC3 u MYH7,
KOJIMPYIOLIUX MMO3MHCBs3bIBaIOLIMI Oesok C u 6e1o0K
TSDKENON 1eT B-Muo3uHa [2], Ha UX TOJTIO TPUXOIUTCS
20—40 u 20—45% myTauuii COOTBETCTBEHHO [0, 7].

K coBpeMeHHbIM MeTonaM o00cienoBaHUusl OOJIbHBIX
runeprpoduyeckoil  KapauoMuonatueit  OTHOCUTCS,
Mpexze Bcero, axokapauorpapuueckuii 3D cneki-Tpe-
KUHT — HEUHBA3WBHBIA METON OLIEHKU T[J100aTIbHOM
U PETMOHAJIBHOM  CUCTOJMYECKOW U IMACTOINYECKOM
(byHkuMU 1eBoro Xenayaouka. MeToJ Mo3BoJIsIeT OLIeHU -
BaTh JedopMalnio MMoKapaa 6e3 MOorpeiHOCTA Ha YroJ
CeYeHHUsI ONHOBPEMEHHO B HECKOJIbKMX HAMpaBICHUSIX
(ITPOJ0JILHO, PaaUaIbHO U AehOopMaIIIO CKPYYUMBAHMSI).
ITporHocTuyeckast 3Ha4MMOCTb UCCIe0BaHMs Aedhopma-
LIMM MMOKapa Mpv MHOTUX MAaTOJOTMYECKUX COCTOSIHU -
SIX MPEBBILIAET TAKOBYIO Y TKAHEBOTO JAOMIUIEpa U IPYTUX
axokapauorpaduueckux rnokasaresieit, Npu 3TOM CUCTO-
Jinyeckast TMCYHKIMST MOXET ObITh BbISIBJIEHA 10 CHU-
>KEHUS TJI00AIBHON COKPATUTEIBbHOW CITIOCOOHOCTH Jie-
BOT'O XeJIyIo4Ka, T.€. 10 CHUXKEHUsI BeIMUYUHBI (hpakiuu
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BbIOpOCca [8, 9]. BoisiBieHME MOAOOHON CYyOKIMHUYECKO
MUOKapANaTbHON MTUCHYHKIIMU BaxKHO IUTSI BBIICICHUS
KOHTMHTCHTa OOJIbHBIX C PUCKOM DPa3BUTHS CEpHCUYHOMN
HEIOCTAaTOYHOCTH M KapIUOTCHHBIX KU3HEYTPOXKAIOIITUX
coctostHuit. [1py TOMOIIIM CIIEKII-TPEKUHTa MOXKET OBITh
oleHeHa aedopmalus He TOJIbKO JIEBOTO U MPABOTo Ke-
JIyIOYKOB cepaua, Ho v nipeacepauit [10]. 3a nmocnegHuit
TOJI BO3POC MHTEPEC UMEHHO K BBISIBICHUIO TUCHOYHKIINT
JIEBOTO TIpencepaus Kak paHHETO MapKepa XU3HEYTpo-
JKAIOIINX COCTOSTHU TIPU TMIEePTPODUUIECKON Kapauo-
muonaruu [11].

Jlo TIOSIBJICHUST TEXHWKW CIEKJI-TPeKWHTa CIMHCT-
BEHHBIM METOIIOM JIBTEPHATUBHOTO YTOJI-HE3aBUCUMOTO
obcnenoBanus gnsuiack MPT cepaua. o Hactosiiiero
BPEMEHU 3TOT METOJA HAaXOOUT IIMPOKOe TMPUMEHEHUE
Kak peepeHCHBI Y YacTh KapauoJOTUIECKUX OO0JIb-
HBIX, OJHAKO TaKWe HEeMOCTAaTKMU, KaK BBICOKasl CTOU-
MOCTb, MCKJTFOUUTEILHO KOMIUIEKCHAsI OIIEHKA NaHHBIX
U BpeMEHHEBIE 3aTpaThl Ha MPOBEICHUE, OTPAaHMYMBAIOT
ero IpUMEHEHUE B OTJIMYUE OT IXOKapANOrpadmuecKoro
CITEKJI-TPEKWHTAa. BaXkKHBIM JIMMUTHUPYIOIINM (HaKTOPOM
npumeHenusi MPT cepnua siBisieTcsi HEBO3MOXHOCTb
MTPOBEICHUS UCCICIOBAHUS TIPU HATMYUUA UMIUTAHTHPO-
BaHHOTO 3JICKTPOKAPINOCTUMYJISITOPA ¥ /WU KapIauo-
BepTepa neduOpuuIsiTopa, KOTOPbI HEPEIKO HMMEETCsI
y 00JIbHBIX TUNEepTpodUUYECKOil KapnuoMuonarueit [12].
PeHTreHOKOHTpAaCcTHBIN IpemapaT TaJIoJIMHUYM, HC-
nojb3yeMblii npu nposeaeHun MPT cepaiia, MMEHHO
y OOJIBHBIX ¢ TUTIEPTpOd et MIOKapaa BhI3bIBAET TOTCH-
LIMAJTLHO XXU3HEYTPOKAIOIINE CEPIECTHO-COCYANCTHIE TT0-
6ouHble 3 dekTh [13].

B03MOXHOCTh paciivpeHusi TMarHOCTUIECKUX METO-
IIOB TIPY MTPOBEICHUN 3XOKapAMOrpadIecKOro CIeKI-
TPeKWHTa MHUOKapaa OOBSICHSETCS TeM, YTO KaKIbIi
YHUKAJbHBI €CTeCTBEHHO-aHATOMUYECKUI MHKpOoyda-
CTOK MUOKap[a (CIeKIT) TIPH MPOBEACHUN UCCIICIOBAHUS
kaptupyetcsi. CITleKJIoM MOXeT ObITh Ha3BaH JIUIIIb yJa-
CTOK, COXPaHSIOIINI CBOI aHATOMUYECKYIO CTaOWIIb-
HOCTbH Ha MPOTSIKEHUM BCETO CepIeYHOTo mUKia. MiMeH-
HO TIO3TOMY €T0 ITePEeMEIEHUSI MOTYT OBITh IMPOCIIEKEHBI
BO BPEMEHU M TPEXMEPHOM IIPOCTPAHCTBE KakK cCymMMma ab-
COJIIOTHO HE3aBUCUMBIX aJITOPUTMOB. 3D criekI-TpeKUHT
WMeeT 3HAYUTETbHOE TIPEUMYIIECTBO B OIICHKE MHOKap-
NUalbHOM AedhopMalMy Mo cpaBHeHMIO ¢ 2D criekia-Tpe-
KWHTOM, MOCKOJIbKY COKpaIIeHWSI MUOKap/1a MPOUCXOISIT
HE TOJIBKO TIPOJOJIBbHO U PaIWajbHO, HO U ¢ HATMIUEM
CKPYYMBAIONIETO KOMITOHEHTAa, KOTOPBI HEBO3MOXKHO
oueHuTh B 2D pexume. [1pu 3D cnieksi-TpeKuHre orpe-
nessieTcsT Haauaue nedopmarnuu (B TOM YHCIIC TTOCeT-
MEHTapHO B JICBOM KEJyIOUYKe), ee KauyecTBO (HarpaB-
JICHHOCTB), BEJIMYMHA W CKOPOCTH JBVDKCHUSI TKaHEH
(CTIeKJI0B) B YCIIOBUSIX COKpallleHUsI W pOTalliu JIEBOTO
Kenaynouka [ 14].

WHTepriperanivs mokasaTesieil, TOJYIEHHBIX B pe-
3yJbTaTe MCCICIOBaHUS aAedopMaliid MUOKapaa, WMe-
€T Psll CJIOXHOCTE, KOTOpble Ha HACTOSALIMIA MOMEHT
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HE MOTYT OBITh YCTpPaHEHBI Iaxe IPY MCITOJIb30BaHMHI
COBpPEMEHHOro mporpaMmmHoro obecneuenust [15]. Crne-
IIyeT TaKKe OTMETHUTD, UTO AechopMalivst MUOKapaa He siB-
JIIETCST TIOCTOSTHHOM BEJIMIMHOM M MEHSIETCS TIPU OTIpe-
TIEJICHHBIX OOCTOSITETbCTBAX: TaK, MPU CYOKIMHUICCKOM
MUOKapAWaIbHOW TMCOHYHKIIMU TIOKaszaTesu nehopma-
1IMY OBIBAIOT HOPMAJIIBHBIMU B TIOKOE M CTAHOBSITCS TTATO-
JIOTUIECKMMU TIPW HAarpy304HbIX Tectax [16]. Tlo cBoeii
MHGOPMATUBHOCTH B BBISIBIICHUM THACTOJIUIECKON THC-
yHKIIMY JIeBOTO Xerynouka MeTox 3D crieki-TpeKnHTa
HanboJiee JOCTOBEPHO KOPPEIUPYET C TaHHBIMU 30HIIU-
poBaHuUs JIEBOTO Xeynouka [17].

CHeKI-TpeKUHT HEOOXOIMM  [UTS MACHTU(hUKAITUN
OOJTBHBIX ¢ TUTIEPTpOdUEHt MUOKapIa, UMEIOIINX BBICO-
KW PUCK Pa3BUTUSA 3aCTOMHON CEpIeYHO HEAOCTATOY-
HOCTH; JUISI BBISIBJICHWSI OTBETa Ha IIPOBOIVMYIO Tepa-
A0, JIJIST JTYYIIero MTOHUMAaHUS MaTohU3UOIOTUICCKUX
ITPOIIECCOB B TUTIEPTPOMUPOBAHHOI CEPICYHON MBIIIIIIC.
MoryT OBITH OIlEHEHBI CYOKITMHWYECKUE TIPOSBICHUS
NUChYHKIMU (CUCTOIMYECKON U TMACTOIMYECKO ) J1eBO-
rO U MPABOro XeJIyI0UKOB, a TAKXKE JIEBOTO Mpeacepausi,
ITOCKOJIBKY THUTIepTpouIecKast KapaIMOMUOTIATHS STBJISI-
€TCsl MUOIIaTUYECKUM MPOLIECCOM, KOTOPbIiA 3aTparuBaeT
B OOJIBIITMHCTBE CITy9aeB MUOKApI HE TOJIBKO JICBOTO XKe-
JlylouKa, HO U JieBoro npencepaus [18].

VY HocuTeneit MyTaluii TeHOB Truneprpoduyeckoi
KapaIMOMUOIIATUN 3aI0JITO IO KIMHUYECKUX TIPOSTBIIC-
HUI HEIOCTATOYHOCTH KPOBOOOPAIICHUSI MOXKET OBITh
BBISIBIICHa TUCHYHKIIAS MUOKapaa JIEBOTO TIPEICePIUst
B BUIC YBEJIMYCHUS KOHEYHOTO CHCTOJIMYECKOTO W -
ACTOJIMIECKOTO 00beMa U CHIDKEHMS TTHKa ITPOIOTBbHOMN
cucToauueckoit nepopmannu jgesoro npeacepaus. [lo-
MOOHBIE U3MEHEHUSI MOKHO TPAKTOBATh KaK BTOPUIHBIC
TIPY CYOKITMHUYECKON TUAaCTOIMUECKON TUCHYHKIIMI
JIEBOTO JKEJTYyIOYKa, OHU CBHICTECIBCTBYIOT O PAaHHMX
TTPOSIBJICHUSIX MUOTIATUIECKOTO TIpoliecca B CEPIeTHOMN
Mmbime [19].

TakuM 00pa3oM, TpexXMEpHOE CIEKJI-TPEKUHT 32XO-
Kapauorpaduyeckoe MCClenoOBaHUE MOXET WMETh IIHU-
pOKOE TIPUMEHEHWE IS CKpUHWHTA OOJIbHBIX B CEMBSIX
¢ TUTIepTPOUYECKON  KapAMOMUOTIATHE W BBISIBIIC-
HMSI TIOTCHIIMATBHBIX HOCUTEJICH MyTalluii, Y KOTOPBIX
eIIle OTCYTCTBYeT KITMHWYECKas CUMIITOMAaTHKa THUIep-
TpoUIeCKOll KapIMOMHOITATUU U eIlle HET CHUCTOJM-
yecKol TMCOYHKIIMM MUOKapia JeBOro xeiaymgouka [1].
Kpome Toro, nanHoe obclienoBaHue puodopeTaeT 60Jib-
IIYI0 aKTyaJbHOCTb TIPW CKPUHWHTE MOJIOIBIX aTeTOB
C TIEJTBIO BBISIBJICHUS JIUIL ¢ TIOTEHIIMATBHOM YTPO30ii pa3-
BUTHUS TUTIEPTPOMDUIECKON KapIUOMHMOITATUN W BHE3all-
Hoi1 cepaevyHoii cmeptu [20].

[TogoOHO TpexMepHOMY CHEKJI-TPEKUHTY IUarHo-
CTUKE TUTIEPTPOMUUECKON KapIUOMHMOITATUN Ha CTAINH
MMPEKIIMHUICCKAX CUMIITOMOB MOXET CITOCOOCTBOBAThH
OlIeHKa TpaOeKyJISIpHOCTU MUOKapaa 1ipu oMo MPT
cepaiia. Y HOCHWTENIe MyTallMii TE€HOB, KOAMPYIOIINX
BBIPA0OTKY CapKOMEPHBIX TIPOTEUHOB (HE TOBOPST YXKe

0 OOJIBHBIX C KJIMHUYECKON CUMIITOMATUKOU TUIEPTPO-
¢uyeckoit KapauomuonaTtuu), (GpakTalbHbIA aHaIu3
TpabeKyISIPHOCTU MMOKAp/ia MOKA3bIBAET €€ MOBbILIEHUE
B 00JIaCTH BEPXYILIKU JIEBOTO XKeJyA04YKa, MOBbIIIEHHYIO
TOJILIMHY MEXKeJyTOUYKOBOM TMeperopojku B CUCTOIY,
YBEJIMUEHHYIO (DpaKiMI0 BbIOpOCA JIEBOTO KeJynouka
U MEHbBIIWA KOHEYHBIA CUCTOJIMYECKUI JUAMETP JIEBOTO
>KeJTyIouKa 1o CpaBHEHUIO ¢ KOHTposieM [21].

IMoxazatenu nedopmaiiuy MUOKapaa Mpu rUIepTpo-
¢uyeckoil KapaMOMMOMNATUM 3aBUCSIT, MpEXIe BCEro,
OT aHATOMUYECKUX XapaKTePUCTUK caMoii TunepTpoduu
(JlokasiM3anusi, BeJIMYMHA, XapakTep pacnpoCTpaHeHus,
OIHOPOJIHOCTh), a He OT reHeTnuyeckoro aedexkra [22].
IMoxazaTenn CKOPOCTM COKpaIlleHUsI MUOKapja, CH-
cToJIMYeCcKasl U AvacTtoiauyeckass (YHKUUS CHUXKAIOTCS
MPOMOPLUOHATBHO BbIPAXKEHHOCTU TurnepTpoduu Je-
Boro esynouka. CkopocTb nedopmMaliuy J10CTOBEPHO
CHUXaeTcsl Jaxe Mpy HeOOJbIION runepTpoduu jgeBoro
xeaynouka. BennunHa nedopmanuu oOpaTHO IIPOITOpP-
LIMOHAJIbHA CTEMEeHU TUMNepTpodUu JIEBOrO XKeJlyaouKa.
BenuuuHa nedopmaliiusi ckpyurBaHusi MMOKapaa Hanbo-
Jiee 3HaYMMO U PaHO CHUXAeTCs MpU runepTpobur MUO-
KapJa BcJeACTBUE TUIePTPOGUIECKOI KapIMOMUOTIaTUU
U SIBJISIETCS, TIOXAJYi, CAaMbIM PaHHUM MapKepoM 3TOro
3abos1eBaHus [1].

Hnst nuddepeHimanbHoil  TUarHOCTUKM  TMIIEPTPO-
¢uyeckoil KapaMOMUOINATUM OT APYrux ¢GHopMm rurep-
TpoUM MUOKapAa MOXKET ObITb HCMOJb30BaH METOJ,
OLIEHKM pe3epBa CUCTOJIMYECKON (YHKIIMM MUOKapaa
(olleHMBaeTcs cuUcToMYecKast (PYHKUUS JIEBOTO Key-
JIOYKa TI0 CKOPOCTU U BeJIMUMHE nedopMaliuu B MOKOE
U 1py GU3NYECKON Harpy3ke Yy OOJIbHBIX C Pa3HbIMU
NnpUuYMHaAMU TUNEepTpodUU MUOKapAa; a TAKXKe CUCTO-
JInyeckas AMCCUHXPOHMUS JIEBOTO KeJyqoukKa IO CTaH-
JNAPTHOMY OTKJIOHEHHUIO BPEMEHU JIO MUMKA BEJTUYMHBI
PErMOHANIbHOI MPOJOJIbHOM ehopMaliiy B KaxKI0M Cer-
MEHTE JIEBOTO XeJylynouKa (T. €. BpeMeHU OT Havaia 3yoiia
Q Ha OKIT 1o MakcuMasibHOTO TIMKa Aedopmanum mo Ka-
KIOMY CErMEHTY). Y OOJbHBIX TUIEepTPOPUIECKON Kap-
JIMOMUOIIaTHEeN NMpu HU3MYECKOI HArpy3Ke 3HAUUTETbHO
YBEJIMUUBAETCS IUCCUHXPOHUS COKPALIEHUST PA3TUYHbIX
CErMEeHTOB JIEBOTO XKEJyI0ouKa, a TAKXKe CHUXKAIOTCS TO0-
Kazarejau CWIbl U BEJWUYUHBbI JedhopMaluu, Jaxe eciiu
B [IOKO€ HE BBISIBJISIIIOCH JOCTOBEPHBIX OTKJIOHEHUU TMO-
Kazaresieil CUCTONMYECKOM (YHKIIMKM MUOKapaa OT TpyI-
bl KOHTpouist [23].

IIaToreHe3 HapyuieHusi MUOKAPAUAIbHOM AedopManmu

ITaToreHeTuyeckasi OCHOBa HapylieHus aedhopMauuu
MMOKapjia Tpu MIIEMUU TaKoBa: WILIEMU3UPOBAHHbBIE
YYaCTKM MHUOKapJa HECMOoCOOHbl Pa3BUTh aJE€KBATHYIO
CWJIy coKpalleHusi Bcucroiny. Benenctsue pasBubaro-
1ercsl TUMOKCUM OHU HAYMHAIOT COKpallleHUe I03Xe,
4YyeM HOPMaJIbHO KPOBOCHA0XaeMble CErMEHTbI Cepjey-
Hoit MbiLbI [24]. [ToaTOMy BBISIBIEHUE TUCCUHXPOHUU
COKpAILIEHUST CePACYHOI MbIIILBI (MOXET ObITh OLIEHEHA
TOJIBKO Y OOJIbHBIX C HOPMAJbHOM JJIUTEIbHOCTbIO KOM-
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wiekca QRS Ha OKI, T.e. He 6onee 100 mc) siBaseTcst
PaHHUM TPEAVKTOPOM MIIEMUU MHOKapaa Ipu TUIIep-
TPOGUUIECKOIM KapAMOMUOITATHH.

TemaToXMMUYECKUM MapKepoOM HapylIeHUS] MHUOKap-
NUabHON nedopMalvu JeBOTO XKeTyaouKa SIBISIOTCS
HaTpuilypeTnuyeckue mnentuasl B-tuma [25]. Omnpene-
JIEHUE 3THUX MENTHIOB B KPOBU — OIMH M3 OCHOBHBIX
CTapTOBBIX AMATHOCTUYECKUX KPUTEPHEB JIJIST BBISIBICHUST
ACUMMTOMATUYECKOUN JIEBOXETYN0UKOBOW NUCHYHKIIUU
B TTOMYJISIMU  OOJBHBIX C IMOBBIIICHHBIM PUCKOM pa3-
BUTHSI TUTIEPTPOPUIECKON KaparnoMuomaTuu. Y 00Jib-
HBIX C TUIEePTPOPUIECKON KapAMOMUOTATUEN JTOKHO
MMPOBOIUTHLCS OMpeAeSieHre YYBCTBUTEILHOIO TPOITOHU-
Ha Ui OOHApYXKEHMSI MIIEMUM MMOKApla, 4TO BaKHO
JUUISE TAKTUKY BeIEHUS U JIeYeHUSI.

Takum 00pa3oM, COBpeMEHHBIII HAOOp ITMArHOCTH-
YeCKUX 00C/IeIOBaHUI Y OOJBHBIX TUIEPTPODUUIECKOM
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PeaOunnranus nereii ¢ nmporpeccupylionieii MpimeyHoi aucrpodueii J[jomenna

H.IO. Hukonenxo, O.B. Tonuaposa, C.b. Apmemvesa, E.E. Aukacos, E.b. Jlumeurosa

MepBblii MOCKOBCKNI rOCY0apCTBEHHbIN MeANLUMHCKNI yHBepcuTeT um. .M. CeueHoBa; Hay4yHO-nccnenoBaTenbCKnii

KIIMHUYECKNIA MHCTUTYT Nnegmatpumn, Mocksa

Rehabilitation of children with progressive muscular dystrophy Duchenne

N.Yu. Nikolenko, O.V. Goncharova, S.B. Artemyeva, E.E. Achkasov, E.B. Litvinova

I.M. Sechenov First Moscow State Medical University; Central Research Institute for Public Health Organization and
Informatization, Moscow; Research Clinical Institute of Pediatrics, Moscow

IIporpeccupyomas mMpimeynas nuctpodus /lomenna spasgercs Haudojee pacnpocTpaHeHHoW (opmoii MuoaAMCTPOhHH, XapakK-
Tepu3yloleiics MbIIEYHON CIA00CTbIO, ATPO(UAMY MBILI U MPOrpecCHPYIOIMM TeYeHHeM BCJIeACTBUe NMporpeccupyoeii aere-
Hepaluu MbIIIEYHbIX BOJIOKOH. [0 HACTOSIIEro BpeMeH! 3T0 3a00JieBaHHEe CYMTAETCS Heu3JeduMbiM. BosibHbIe MOYYaloT TOJILKO
MOJ1ePKUBAOLLYI0 TEPANHIO, HATIPABJIECHHYIO HA YIy4lleHHe KAaYyecTBa KU3HU U NPOGHIAKTHKY ocioxHeHuid. CTaTbs MocBsIeHa
PaccMOTPeHHI0 Hauboee AKTyaIbHBIX METO0B, HCHOJIb3yeMbIX B pea0uMTaLMy JeTeii ¢ JaHHOi natoJorueii. ITpencrasien 0630p
COBPEMEHHBIX JAHHBIX O BIMSHUM (H3MYECKHX YNpaKHeHWil Ha aucTpodunaedumuTHbie MbImnbl. Oco0blii AKIEHT JeaeTcs Ha
He00X0JMMOCTH NPOBEIEHNS AATbHEHIINX UCCIIeOBAHMIA IS Pa3pa0d0TKH CenHaIbHbIX PEKOMEHIAMIA IS MeTMIMHCKOrO Nepco-

HaJIa, NAaUEHTOB U UX CeMeid.

Karouesvie crosa: demu, npoepeccupyrowas moviuieunas oucmpogusi, 6oae3ns JwouieHna, namoeeHes, KAUHUYECKUe NPoseAeHUs, pea-

ourumayus, uzuneckue YnpaicHeHus..

Duchenne muscular dystrophy is the most common form of myodystrophy characterized by muscle weakness and atrophy and a
progressive course due to progressive muscle fiber degeneration. Until now, this disease is regarded as incurable. Patients receive
only maintenance therapy aimed at improving the quality of life and preventing complications. The article considers the most rel-
evant methods used in the rehabilitation of children with this pathology. It reviews an update on the impact of physical exercises on
dystrophin-deficient muscles. Particular emphasis is placed on the need for further investigations to elaborate specific recommenda-

tions for medical staff, patients and their families.

Key words: children, progressive muscular dystrophy, Duchenne disease, pathogenesis, clinical manifestations, rehabilitation, physical

exercises.

porpeccupyoliye MbIeYHble TUCTPOGUN — TPYyII-

Ma HacJeACTBEHHbIX 3a00JjieBaHUR C Ae0I0TOM

B OOJIBIIIMHCTBE CJy4yaeB B IETCTBE. 3a00JeBaHUS XapaK-

TEPU3YIOTCSI MBILLIEYHOM CJTa00CThIO, aTPODUSIMU MBIIIIL]

U MPOrPEeCCUPYIOIIUM TEYSHUEM BCIISICTBUE TTPOTPECCH -
pymolIeii 1ereHepaliii MbIIIEYHBIX BOJJOKOH [1].

CylecTBYIOT pa3Hble KIMHUYECKUE (DOPMbI TTporpec-

CUPYIOLIMX MbIIIeYHbIX auctpoduit. Camoil pacmpo-

CTPaHEHHOM SIBJISIETCS] MPOTpeccUupyloniasi MbllIeyHast
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Tonuaposa Osibra BUKTOpOBHA — 11.M.H., TIpod. Toii ke Kad., 3aB. OTAETCHUEM
OXpaHbl 310poBbsi MaTepu U pedbeHka LIHW W opranmsanuu u nHbopmaTr3sa-
LMY 31PaBOOXPAHEHUs

Aukacos Esrenuii EBrenbeBud — 1.M.H., ipod., 3aB. TOM ke Kad.
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nuctpodust JromeHHa ¢ X-CHEIMJIeHHBIM PeLeCCUBHBIM
XapakTepoM HacjeloBaHus; 3a001eBAeMOCTb COCTABIISIET
okoJio 30 Ha 100 000 poauBLIMXCS MaJbUMKOB B roj [2].
KiuHunueckue nposiBiaeHust MblieuHo# auctpoduu ro-
1IeHHa OOBbIYHO 3aMeyaloT K 3—5 rogaM XKU3HU: U3Me-
HSIETCST TIOXOMKA IO TUIY «YTUHOM», OTMEYAIOTCs 3aru-
HaHUS TPU X0Jb0€, MATbUUKU UCIBITHIBAIOT MPOOIEMbI
BO BpeMsi Oera, MpbDKKOB M aKTUBHBIX UIP C POBECHU-
KaMM, aTakXKe CJIOXHOCTU MpU MOJbEME 10 CTYNEeHb-
kam [2]. K 5romam MblliedyHast cJ1abOCTh BBISIBJISICTCSI
MPU MBIIIEYHBIX TeCcTax, HaOJI0laeTcsl BCTaBaHUE <«Jie-
CeHKoOI». B 6-leTHeM Bo3pacTe OTMeYaroTcsl KOHTpaK-
Typbl aXWJUIOBBIX CYXOXWJIMI 1 MOIB3A0LIHO-00JIblIIEe-
0OepIIOBbIX TPAKTOB, MOXOJKA Ha MEePEIHUX OTAeIaxX CTOIl,
TUIEPJIOPI03 B IMOSCHUYHOM OTIEJIe IO3BOHOYHMKA,
¢J1a00CTh MPOKCUMAIbHBIX MBILILL HOT U Ta3a. 3aTeM 3Ta
¢J1a00CTh paclpOCTpaHsIeTCsl Ha PyKH, 1Iel0, Apyrue oo-
JIacTU, TOSIBJISIETCS 3aTpyIHEHUE TMPU CTOSIHUM 0e3 Mo-
CTOPOHHEN TMOMOILM WM HECITOCOOHOCTb TMOMHSIThCS
no jectHule [2]. PaHHMe npu3HaKu MOTYT BKJIIOYATh
NceBIOrunepTporio MbIIILL U HU3KYIO BBIHOCTUBOCTD.
ITo Mepe nporpeccMpoBaHUsI COCTOSIHUSI MUOIIUTHI
HUCTBITBIBAIOT HWCTOILEHUE U MOCTENEHHO 3aMelaloTcsl
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KUpoBOW U (pubpo3Hoit TkaHblo. K 8—10 romam moryt
MoTpedoBaThCsl KOCTBLIM MPU X0ab0e, K 12 rogam 00J1b-
IIMHCTBO MAalMEHTOB MPUKOBAaHbl K MHBAIUJHON KO-
qsicke [2]. KoHTpakTypbl CTaHOBSTCS HEOOpaTUMBIMU,
YACTO BO3HMKAET U MPOrPECCUPYET CKOJIMO3, BbI3bIBAIO-
muii 60Jb. [Tpoucxoaut aedopmanus rpyaHoOR KIeTKU
U yxyaiieHue (GyHKIMU JIETKUX, KOTopasi U 6e3 Toro Ha-
pylleHa BCJIEACTBUE OCJIa0JIeHUsl IbIXaTeJbHOIH MYCKY-
Jnatypbl. B 16—18 jleT GONBIIMHCTBO MAIIUCHTOB JIETKO
MOABEPraloTCsl TSIXKEJIbIM PECTUPATOPHBIM MHGMEKIIUSIM,
HEpeAKO CJIeTAIbHBIM UcxonoM [2]. Ipyrue mpuyurHb
CMEpPTU — aclupalusi UM U OCTPOE paclliupeHue XKe-
aynka. Hapacrtaer kapauomuonarusi, XOTsl JieTaabHbIA
HUCXOJ OT OCTPOI CepleyHON HeJOCTaTOUHOCTU BCTpeva-
etcst pefko. CpenHsis MPOaOJIKUTEIbHOCTD XXU3HU Malv-
€HTOB COCTaBJISIET MpUMepHo 25 et [3].

[Tpu k1MHUYECKOM 00CIeI0BAHUM Y JIETEH C MblllIeY-
Hoil nuctpodueil [JdiolieHHa Mo JaHHBIM 3JIEKTPOMUO-
rpaduy BBISIBJISIIOTCS. TIPU3HAKU TIEPBUYHO-MBIIIICIHOMN
MaToJIOrMK, TMPU MAarHUTHO-PE30HAHCHON ToMorpaduu
(MPT) wmbiii — crneuuduyeckue AereHepaTUBHbIE W3-
MEHEHUs B MbllIaxX Oeapa v rojeHu (m. biceps femoris,
m.gastrocnemius), Mpu OMONCUM MBIIIEUHON TKAaHU —
BbIpaXXEHHbIE MPU3HAKU MUOAUCTPODUU U OTCYTCTBUE
nucTpouHa B MbIIeYHbIX BosiokHax [3]. Ilpu nmabo-
paTOPHOM UCCJIEIOBAHUM OIPENENSIETCsl XapaKTepHoe
I fJaHHOTO 3abojieBaHust ype3mepHoe (B 20—100 pa3)
MOBBILIEHUE YPOBHS CHIBOPOTOUHOI KpeaTuHdochoKu-
Ha3bl (KPK), 9T0 oTIM9aeT ero ot Apyrux (Gopm IMpo-
IPECCUPYIONINX MBIIICUYHBIX TUCTPOGDUIA, TTPU KOTOPHIX
oTMevaeTcst HopMasbHbIi ypoBeHb KDK mm ymepeHHOE
ero nosbiieHue [4]. TTpu JHK-auarHoctuke MoXHO
BBISIBUTH MYTallUW B BUIE ACTCIIUN, TYTUTMKAIIMIA 1 TOY-
KOBBIX MyTallMil reHa 1ucTpoduHa.

XoTtd reH mporpeccupymolieit muonucrpobun Hio-
1eHHa Obl1 BIEpBble KapThpoBaH B 1987 I BJIOKyce
Xp21, 10 HAacTOSILLIErO BPEMEHU 3TO HE CITOCOOCTBOBAJIO
«ITPOPBIBY» B 00JIACTH MOMUCKA HOBBIX CITOCOOOB Tepanuu
3a00JIeBaHUSI, TIOMUMO TOICP>KUBAIOILIMX CPEICTB [5].
B nocneaHue roabl MpoBEIEHO MHOXKECTBO HCCIENO0-
BaHUIi, HAMpaBJIEHHbIX Ha CO3laHUE HOBBIX JIEKApCTB
1151 6onbHBIX Muoauctpodueit dromeHHa. Hawubosee
pacrnpoCTpaHeHHbIMU SIBJISIIOTCSI: BBEJEHUE TeHa [u-
ctpodrHa, 3aMelieHue IUCTpodrHa, «<UTHOPUPOBAHKE»
CTOM-KO/IOHA Ir'eHa AUCTpOodUHA, KIETOUHbIEe TPAHCIUIaH-
TalMu, BO3JIEWCTBUE HA KAJIbLIMEBblE KaHAJIbl MBbIILIILL,
BOCCTAaHOBJIEHUE MbIIIEYHBIX MEMOpaH, NoJaBIeHUE AU-
cTpodryecKoro npoiiecca, CTUMYJISLUS MbILIEYHOU pe-
reHepamuu [6]. CuMnToMaTHIecKoe JIiedeHre, HarpruMep,
KOPTUKOCTEPOUAAMU, HAMIPABJIEHO Ha KOHTPOJIb MOSIBJIE-
HUSI U MPOrPECCUPOBAHUS CUMITOMOB, TaKMX KakK MbI-
meyHast ¢a1abocTh U Kapauomuornarus. [1pu HayanbHO
cTanvu 3a0oJieBaHUsl KypC MOIepXKUBAIOLLEH Tepanuu
BKJIIOYAeT (hU3MOTEepaIuio, IBUraTebHYIO W IbIXaTesb-
HYIO0 TUMHACTUKY, UCITOJIb30BAHUE OPTOIEAUYECKUX Op-
TE30B, TPYIOTEepaIuio, ICUXOTepaInio; Ha MO3IHUX CTa-

NUsIX 3200J1€eBaHUSI — OPTONENUUYECKUE OTIepalluu, MEPbI
JUTs1 PO UIAKTUKY IbIXaTebHOI U CepIeYHON HeJoCcTa-
TOYHOCTHU, TAKUE KAaK HEMHBAa3WBHAsl BEHTUJISILIUST JIETKUX
uTa 3]

DTHOIOTHS ¥ NATOreHe3 MPOrpeccupyomieii MbieYHoi
quctpodun Jlomenna

3abosieBaHUE BbI3BIBACTCSI MyTallMel Ha X-XpOMOCO-
Me yesoBeka B reHe DM D, KOTOpblii KonupyeT OeJIOK Au-
crpodrHa, PACTIONOXEHHbI Ha IUTOIIa3MaTUYECKOM
MOBEPXHOCTU MbIIIEUHO# capKojeMMsl [5]. JluctpoduH
SIBJISIETCS BAXXHBIM CTPYKTYPHBIM KOMIIOHEHTOM MbI-
LIEYHOW TKaHM, KOTOPbIA OOECreuMBaAET CTPYKTYPHYIO
YCTOMUYMBOCTb K AUCTPO(PUHACCOLIMUPOBAHHOMY TJIMKO-
MpoTeuHOBOMY KoMruiekcy (JAT-KoMIuieKce) KIeTOuHO
memOpaHbl. JIAI-koMmIuleke ydyacTByeT B 0Opa3oBaHUU
YCTOMUMBOM CBSI3U MEXIY LIMTOCKEJIETOM MbIILIEYHbIX
BOJIOKOH 1 BHEKJIETOUHbIM MatpukcoMm [7]. Ipu nedek-
T€ WU OTCYTCTBUU OUCTPO(MHA MBbIIIEYHbIE BOJOKHA
CTAHOBSITCSl XPYNKUMMU, YTO MPUBOIUT K PA3pbiBy MeM-
OpaH 1 YBEJIUMYEHUIO MX MPOHULAEMOCTU MPU COKpalle-
HUU MBI [5], 9TO 00YCIOBIMBAET BBIXO PACTBOPUMBIX
(depMeHTOB, TAaKUX KaK KpeaTUHKUHA3a, U3 KJIETOK B 00-
MEH Ha MOHBI, TaKne KaK MOHbI Kajblus [§]. Cunraercs,
YTO YBEJIMYEHUE YPOBHSI BHYTPUKIETOUYHOIO KasbIIUsl
MPUBOJUT K aKTUBaLlMKM (HEPMEHTOB, Takux Kak ¢oc-
¢bonmmnaza A ,, 4TO OOYCIOBINBACT TOBBILICHNE TIPOHN-
aemoctu MeMmOpaH. Kpome Toro, yBeaunueHue ypoBHSI
aKTUBHBIX (hOpM KHMCIOpO/a Ha paHHEl cTaauu 3adoJie-
BaHUs CIOCOOCTBYET MEPEKMCHOMY OKMUCJIEHUIO JIUMU-
JIOB, MOBPEXIECHUIO MEMOPAH M OTKPBITUIO MOHHBIX Ka-
HaJoB [8].

IToHumanue mnartoreHe3a 0Oo0JIe3HU, MeXaHU3Ma I1O-
BPEXIEHUSI MMUOLIMTOB W HAPYLIEHUS] MPOHULIAEMOCTU
MeMOpaHbI SIBJISIETCSI BaKHBIM aCIEKTOM B Ha3HAYeHUU
MOMIEPKUBAIOLIEN Tepanuu, OCOOEHHO IpHU COCTaBJIe-
HUW KOMILJIEKCOB JieueOHOI 'MMHACTUKU U (pusnoTepa-
Muu. YcujaeHue COKPATUMOCTM TOBPEXACHHBIX MBILIILL
npu jieyeOHON (U3KYIBTYpe, MOBBILLIEHUE MOTEHIMaIa
JNENCTBUSI MEMOpaH MpPU BO3NEHCTBUM 3JIEKTPUUECKOTO
MOTOKA Ha MOBPEXKAEHHbIE MbILIIBI MOTYT CIIPOBOLIMPO-
BaTh ellle OOJIbUIYIO JEreHepalIo MbILIEYHbIX BOJJOKOH.

Mertoapbl peadumranun neteii ¢ muoauctpodueii lro-
HIeHHA

MHorue uccienoBaTean 10BOJIbHO CKENTUYECKU OT-
HOCSITCSl K BKJIIOUEHUIO JIeUeOHOM (DU3KYIBTYPhI B CXEMY
JleueHusl TMalUeHTOB, TaK Kak CUUTAIOT, YTO 3TU METO-
JIbl HE MOJHOCTbIO M3y4YeHbl, OCOOEHHO IO MapaMeTpam
MHTEHCUBHOCTU, YACTOTbl, BPEMEHU U THUITy YIpaxKHe-
Huii [9]. ITo muenuto R. Grange uJ. Call, te ynpaxHe-
HUSI, KOTOPbIE WUCMOJB3YIOTCS JJIs1 YBEJIMUYEHUS] MblIlIey-
HOM CWJIbI Y BBIHOCJIMBOCTU Y 310POBbIX JIIOIENH, MOTYT
yCyryouTh MOBpeXIeHUE MbIIIILL pu auctpodusix [10].

S.Kimura #coaBT.  NpuW KIMHUYECKOM  OIuca-
HUM TMalMeHTa ¢ MblllleyHoil nuctpodueit [loieHHa
uspina bifida oOpaTtwiv BHUMaHWE HATO, 4YTO Y JaH-
HOTO TallMeHTa akTMBHBIE MbIIIbI (m. Biceps brachii)
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OBUTM TTOBPEXKICHBI HAMHOTO OOJIbIIIe, YeM HeaKTUBHBIC
(m. Gastrocnemius) [11]. A. Mokhtarian u coaBT. Ha MO-
neam  (mdX-MbIIIKMX) TI0Ka3aju, 4YTO HEIMOABUXKHOCTh
MBIIII YMEHBIIAET HEKPO3 MBIIICYHBIX BOJIOKOH B JIW-
CTPO(GUHIEOUIIMTHBIX MBIIIIIAX W YTO MBIIIIEYHBIC COKPa-
IICHWST UTPAIOT BAXKHYIO POJIb B ICTEHEPAIINN CKEJICTHBIX
Mmbiiiil [12]. C apyroit ctoponsl, C. McDonald npenro-
JIOXKWJI, YTO JUTST YAYYIIIEHWsT KauyecTBa SKU3HU TTAIlMEHTHI
TOJDKHBI MMETh HEKOTOPYIO (DU3MYECKyl0 aKTHMBHOCTH
IUTSE TIPOMITAKTUKY aTPOMIH MBITIIIL ¥ PsIIa OCIIOXXKHEHUH,
CBSI3aHHBIX C TIPOTPECCHPOBAHMEM 3a00JICBAHUS, a TAKKE
TSt mofiiepxkaHust GyHKIMU MEJIKO MOTOpUKH [13].

R. Landish u coaBT. Bpe3ynbraTe MuCCIEAOBAHU
Mojean mdx-Mbllieil ¢ 100poBOIbLHON U (hOpPCUPOBAH-
HOW XOmb0OI TIPWIITM K BBIBOLY, YTO (POPCUpPOBAHHBIC
VIIpaXXHEHUST  MMOBPEXIAT  IUCTpodDWHIECDUITUTHBIC
MBIIIIIB HAMHOTO OOJIBIIIE, YeM T0OPOBOIBHBIC YITpaXK-
HeHus [14]. T. Marqueste U COaBT., UCCEIYsl C UCMOJb30-
BaHueM MPT addexT nepBoii u mocaeayonmx nomnbIToK
Oera mdx-Mpllieii B Kojiece ¢ HAKJIOHOM BHU3, IOKa3a-
JIA, 9TO BKCIECHTPUYCCKUE YIPaKHEHUS WHIYIUPYIOT
TTOBPEKIEHWE MBI OOJIbIIE,9eM JIIOObIC APYTHe BUIBI
yrpaxHeHui. [Ipr 3TOM He BCe MBIIIIIBI TOBPEKIAIOTCS
OIIMHAKOBO, YTO 3aBUCUT OT X aHATOMUYECKUX CBOWCTB.
Taxke aBTOpbHl OOHAPYXXWJIU, UYTO MOBTOpeHUE DU3nye-
CKUX YITPaKHEHMI Ha HU3KOM 9YaCTOTe M MHTEHCUBHOCTH
MEHBIIIEe BIMSIET Ha MOBPEKIACHME MBI W TaXKe MOXET
YMEHBIIIUTL BEPOSITHOCTh (hrOpo3a B mucTpodrHIedM-
IIUTHBIX MBIIIIIAX W3-3a BKIOYCHUST MBIIIEIHON amamnTa-
uuu [15].

T. Gaiad u coaBT. OOHapyXWJIM, YTO Yy COOAK IOPO-
Il 30JIOTUCTBIA PETPUBEP C MBIIICYHON TUCTpodUein
(GRMD-co6aku), BBIMOTHSABUIMX YACThbIe YIPAXKHEHUS
HU3KOIl MHTEHCHMBHOCTU (CBOOOMIHAs TpOryJKa), ObLIO
OTMEYCHO YITy4IlIeHWe Tap3aJbHOTO Iuara3oHa JBUKe-
HWSI TT0 CPABHEHUIO ¢ KOHTPOJIBHOM TPYIIIIONH. DTO MOXET
CBUETEIBCTBOBATD O TIOJIOKUTEILHOM BIIUSTHUHM YacThIX
yIpaXXHeHU HU3KOW MHTEHCUBHOCTY Ha TIPOMDMIAKTUKY
OCJIOXKHEHM I npu 3aboneBanHum [16].

K. Bushby u coaBT., corjlacHO TMNOJIyYEHHbIM IaTO-
(buznoNornIecKUM TaHHBIM, PEKOMEHAYIOT H30erath
CUJIOBBIX TPEHMPOBOK BBICOKOTO COTIPOTHBIICHUS U IKC-
LIEHTPUYHBIX YITPaXXHEHUH UTSI TPETOTBPAIICHUS aTb-
HEHIIero moBpeXIeHUsI MbIILIEYHBIX BOJIOKOH [17]. Bme-
CTO 3TOTO ITAIIMEHTHI MOJKHBI PETYJISIPHO BBIMOTHSTH
CyOMaKCUMaIbHYIO (DYHKIIMOHATBHYIO YKPEIUISIONIYIO
NeSITeIbHOCTD, B TOM YHCJIC COYETATh YITPasKHEHMUsI B Oac-
ceifHe W /WU eXeTHEBHBIC WHAWBUIYAIBHBIC 3aHSITHS
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JieyeOHoOM (U3KyJIBTYpoli 2 pa3a B eHb 1o 12—15 MuH
C MUHUMAaJIbHOM (pU3MUECKOM Harpy3Koi s Ipeao-
TBpalleHus1 aTpoduu Mbiili [5].

A. Gomes ¥ COaBT. MNpU UCCIENOBaHUU MOpdoJio-
ruyeckoro 3(g@ekra MacCUBHBIX PaCTSKEK Ha HEIoj-
BUKHYIO (KaMOaJIOBUIHYIO) MBIIIIY Y 3TOPOBBIX KPBIC
OTMETWJIM, 4YTO MACCUBHBIE PACTSKKU WHAYLUPOBAIN
MOBpEXIEHNE MBIIIEYHBIX BOJOKOH. [To MHEHMIO aBTO-
POB, MACCUBHBIC PACTSIKKU TOJKHBI ¢ 0CO00I OCTOPOXK-
HOCTbIO Ha3HAyaThCsl TALIMEHTaM C IIPOTPECCUpYIOLIei
MbllIeuyHo# nuctpodueit dromenHa [18]. OnyonmkoBaH-
Hbeie pekomeHnauuu K. Bushby u coaBT. mist mnauneHToB
C HEPBHO-MBIIIEYHBIMUA ~ PACCTPOMCTBAMU  BKJTIOYAIOT
KOMITJIEKC aKTUBHBIX /WA MTACCUBHBIX PACTSIKEK, KO-
TOpbIe, I10 MHEHUWIO aBTOPOB, JOJDKHBI BBITTOTHSATHCS
JIUISE IPEIOTBPAILIEHUST  WJIM YMEHBIIEHUST KOHTPAKTYp,
Kak MUHUMYM, 4—6 pa3 B Heaeo [17].

3AK/IIOYEHUE

PeabunuralinoHHbIE METOIbBI JIEYEHUsI, BKJIIOYAlO-
mye JedyeOHYIo (UBKYJIBTYpY, MAaCCUBHBIC W aKTUBHBIE
PACTSIKKU, HEe MOTYT IMPUBECTU K U3JIEUYECHHIO IIPOTPECcCH-
pyIolLei MBITIIEUHOM aucTpoduu JrolreHHa, HO HalpaB-
JIEHBI Ha yJIyYIlIeHWe KayeCcTBa XXU3HM TMAllMeHTOB, CTpa-
JIAIOIIMX OT 3TOTO 3a00JIeBaHUs, U YMEHBIIIEHUE YaCTOThI
OCJIOXKHEHUI 00JIe3HU, B TOM 4YHUCJIE Ha IpeaoTBpallie-
HUE MBIIICYHBIX, CKEJIETHBIX, CEPACUHBIX HaPYIICHUI
B CBSI3W C TOTEpeil MbIIIEYHON cuiibl [5]. 3a mociieqHee
JIeCSITUJIETHE TIPOBEICHO MHOXKECTBO MCCJEIOBaHUM 3
(EKTUBHOCTU W BIMSIHUSI PeabMIUTALIMOHHBIX METOIOB
Ha qucTpouHAeUIUTHBIE MbIlIb. CoOrjacHO MHe-
HUIO MHOTHX aBTOPOB, 3KCIEHTPUUECKUE YIPaKHEHMUSI
MOBPEXIAIOT TUCTPODUHASHULIUTHBIE MBILILIBI, 1 TAKOM
TUN (HU3NIECKUX YITPAKHEHUN TTPOTUBOTIOKA3aH JIJIs Ta-
LIMEHTOB C MIPOTPECCUPYIOINIEC MBIIIEUHON AUCTPODU-
eit lromenHa. Takke yCTaHOBJIEHO, YTO JOOPOBOJIbHbBIC
VIOpaXKHEHUs WU YIpaXKHEHWS HU3KOM WHTEHCUBHOCTH
MOJIOXKUTEIBHO BJIMSIIOT Ha MpPeIoTBpallleHue OCIOXHE-
Huii. HeoOxonumo mnanbHeiilee n3ydyeHue peaduivTa-
LIMOHHBIX METOMOB, OCOOEHHO IO MapamMeTpaM HWHTEH-
CUBHOCTH, YaCTOThI, BpEMEHM W TUITY YIpaKHEHUH, TaK
KakK B HaCTOsIIIIee BpeMsl He CYIIECTBYeT MEIUKAMEHTO3-
HOW Tepanuu, CIOCOOCTBYIOILIEH MOJHOMY M3JIEYEHUIO
neTeit ¢ MblleyHoi auctpodueii JdromenHa. B aToit cBsi-
31 METOJbI pEaOMIIUTALIMU UTPAIOT BaXKHYIO POJIb B YIIyd-
IIEHWM KayecTBa XKM3HU W B MPOGUIAKTUKE OCIIOXKHE-
HUIA MpOrpeccupymoliero 3adojaeBaHusl.

3. http://en.wikipedia.org/wiki/Muscular_dystrophy
4. Brown R H., Mendell J.R. Muscular Dystrophies and other
muscle diseases. In: I.E. Braunwald (ed). Harrison's Principles
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OBb30PbI JINTEPATYPbI

DMOIMOHAIbHbIE PACCTPONCTBA U PACCTPOICTBA MOBEAECHNUS Y J€TEl, CBA3aHHbIE
C HApPYIIEHUSIMA CHA

H.A. Keavmancon

MHCTUTYT cneumanbHO neaarornkmn 1 ncuxonornm MexayHapoaHoro yHuBepcuteTa ceMbn 1 pebeHka um. Payns BanneH-
6epra, CaHkT-lNeTepbypr

Emotional and behavioral problems associated with sleep disorders in children

1. A. Kelmanson

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

PaccmarpuBaeTcs BO3MOXKHAS CBSI3b HAPYIIEHHIi CHA Y IeTeil ¥ MOIPOCTKOB C SMOLUMOHAJIBHBIMHA PACCTPOCTBAMH M PACCTPONCTBA-
mu noBenenns. [IpuBoASTCS TaHHDbIE O CBSI3U HAPYLIEHMIA MPOJOJKUTEILHOCTH U HEJIOCTHOCTH CHA € MOBBIIEHHO dMOLMOHAIBHOM
PEAKTHBHOCTBIO U JTA0OMJIBHOCTBIO, BHICOKHM YPOBHEM TPEBOTH, cMMITOMamMu Jnenpeccun. O0cyxknaercs CBs3b KIMHUYECKOW CHM-
NTOMATHKH CHHAPOMA e MIMTA BHUMAHUS M THIIEPAKTUBHOCTH, AarPeCCUBHOCTH, HU3KOii yCIIeBAEMOCTH C HAPYIIEHUSIMA CHA, B TOM
yucie Ha (hOHe PACCTPOICTB JbIXAHUS BO BPeMsi CHA, CHHIPOMOB 0€CHOKOWHBIX HOT M MEPUOJMYECKOTO BHKEHHS] KOHEYHOCTEI.
IIpuBoaATCS JaHHDBIE O XaPAKTEPHBIX MOJTMCOMHOrPaHIECKMX M3MEHEHHSX, BbIABJISEMBIX HA (DOHE 00CYKIaEMbIX IMOLMOHAIBHBIX
M NOBeJIeHYECKHUX PACCTPOICTB y AeTeii. /laeTcs BO3MOKHOe NaTo(hU3N0I0rHIecKoe 000CHOBaHNE BbIsIBJIEHHBIX acconuanmii. 060-
CHOBBIBAIOTCS MPAKTHYECKHE PEKOMEHIAIMH TI0 00CJIeI0BAHMIO JeTell ¢ Kaj100aMH HAa SMOIMOHAIbHbIE ¥ TIOBEJIeHYECKHe PACCTPOIi-
CTBA HA MPEAMET BO3MOXKHBIX COMYTCTBYIOLUIMX HAPYIIEHUI CHA.

Kntouegoie crosa: demu, napacomuuu, paccmpoiicmea 0bIXaHus 60 CHe, paccmpoiicmea nosedeHusi, CUHOPOM depuuuma 8HUMAHUS
U 2UNepaKmueHOCmuU, COH, SMOUUOHANbHbIE PACCIMPOLICMEA.

The paper considers whether parasomnia may be associated with emotional and behavioral problems. It gives data on the relation-
ship of impaired sleep duration and integrity to increased emotional responsiveness and lability, high levels of anxiety, and depression
symptoms. Whether the clinical symptoms of attention-deficit/hyperactivity disorder, aggression, and academic underachievement
are related to sleep disorders, including those in the presence of sleep disordered breathing, restless legs syndrome and periodic limb
movement disorder, is discussed. There are data on the characteristic polysomnographic changes detected in the presence of the dis-
cussed emotional and behavioral disorders in children. A possible pathophysiological rationale is provided for the found associations.
Practical guidelines for examination of children with complaints about emotional and behavioral disorders for possible concomitant
parasomnias are substantiated.

Key words: children, parasomnias, sleep disordered breathing, behavioral disorders, attention-deficit/hyperactivity disorder, sleep, emo-
tional disorders.

COH 1 OOJPCTBOBAHUE TPEACTABISIOT COOON KOH-
TUHYYM Pa3IUYHbIX (DYHKIIMOHAIBHBIX COCTOSIHUIA
Mosra. Bot noyemy otiesnbHble MATOJOTMYECKUE COCTO-
SIHUSIT MOTYT TIO-pa3HOMY IIPOSIBJISITECSI B COCTOSIHUSIX
CHa 1 00JPCTBOBaHUSI, U OOJIBILIOTO MPAKTUYECKOTO MH-
Tepeca 3acily>KMBaeT BO3MOXHasl CBSI3b PACCTPOMCTB CHA
C HEMpOMOBEIEHYECKUMU 1 SMOLIMOHAJIBHBIMU ~ Hapy-
IIEHUSIMU, BBISIBJIIEMBIMU B COCTOSIHUU OOJIPCTBOBAHMSI
y IIETEW.

VY nereii HapylieHUs1 cHa HauboJiee OTYETIIMBO COoue-
TAIOTCS C TaK Ha3bIBA€MbIMU MHTEPHATN30BAHHBIMU MICH -
XOJIOTUYECKMMU U3MEHEHUSIMMU, T. €. TEMU, KOTOPBIE CBSI-
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3aHBI C SMOLIMOHATBHBIMU paccTporicTBaMu. HapytreHust
3aChINIaHMsI, YaCThle HOUYHBIE TIPOOYKICHUS M MHBIC pac-
CTpOICTBA CHa, COMPOBOXJAIOLIMECS €ro ne(puIMUTOM,
COYETAIOTCS Y IETEN C MOBBIIIEHHOW 3MOLMOHAIBbHOMN
PEaKTUBHOCTHIO (T.€. CIIOCOOHOCTBIO 3MOIIMOHAIBHO
pearupoBaTh Ha U3MEHEHHUsI OKpyxeHwus1) [1], aTakke
C TIOBBIIIEHHOW  3MOLMOHAIBHONW  JTaOWJIBLHOCTHIO [2].
DMoOIIMOHAIbHAST PEAKTMBHOCTh peOcHKA CYIIECTBEHHO
BJIMSICT Ha €TO MTOBEICHNE, Ha YTO OOpalaloT BHUMaHUE
BOCIIUTATEIM, YYWUTENSI W POAMTEIM, W Yy IIKOJbHUKOB
TTOBBIIIICHHAs] SMOIIMOHATbHAS PEaKTUBHOCTh YacTO CO-
YeTaeTcsl C arpeCCUBHBIM MoBeaeHueM [3].

Bo3MoxHO 1 00paTHOE B3aMMOOTHOIIIEHUE, TTPU KO-
TOPOM TE€PBUYHbBIE IMOLMOHATbHbIE HApYLIEHUsI MpU-
BOIAT K paccTpoiicTBaM cHa. [lomarator, 4ro mpempa-
CIOJIOKEHHOCTh K MHTEPHAIM3ALMU TICUXOJIOTUYECKUX
KOHMITMKTOB IPUBOIHUT K 00JIce BEICOKOMY YPOBHIO 3MO-
LIMOHATTFHOTO HATIPSIKEHUSI, YTO B CBOIO OYepeIb ITPO-
BOIIMPYET COCTOSTHUE YPE3MEPHOTO ITOBBIIICHUS] aKTHB-
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Hoctu (hyperarousal). Takue ncuxodusronoruyeckue
CIIBUTH TIPETISITCTBYIOT HACTYTUICHUIO CHA U BBISIBIISIIOTCSI
y OOJIBIITMHCTBA TAITUCHTOB, CTPAIAIOIINX MHCOMHUSIMH,
1011 KOTOPBIMU TTOHUMAIOT TTOBTOPSTIONIUECST HAPYIIICHUST
WHUIUAIUIHY, TIPOIOJIKUTEIBHOCTH, KOHCOMIAIINY 1 Ka-
yecTBa cHa [4].

Beicokast aMoIlMOHANIbHAS PEaKTUBHOCTH PEOCH-
Ka MOXET COYEeTaThCs WM C TAKUMHU HapyIICHUSIMUA CHa,
KOTOpbIe 0003HAYaIOTCsl KakK ITApacOMHMM (pa3TUIHbIC
BMU30IMYECKUE COOBITUSI, BO3HMKalolMe Bo cHe). [la-
PACOMHUU pa3HOOOPAa3HBI ITO CBOUM KIMHWYECKUM ITPO-
SIBIICHUSIM M MOTYT OBITh BBIPaXKCHBI B PA3HBIX CTAIMSIX
1 hazax cHa, a TAaKKe Ha dTaIax Iepexona oT G0IpCTBO-
BaHMS KO CHY U Hao0opoT [5]. UMeroluecst naHHbIe CBU-
JIETEIbCTBYIOT 0 TOM, 4To OT 20 1m0 39% neteit B Bo3pacte
5—12 neT 3MU30AMYECKU WCITBITHIBAIOT TAaKOW BapUaHT
MapacoMHMM, Kak HOUHbIe KolMaphl [1]. HouHble koui-
Mapbl Yaile BCETO XapaKTepHU3YIOTCS TeM, UTO PeOCHKY
KaxkeTcsl, OyATO Ha HEro HamajgaroT, OYOTO OH ITajacr,
ymupaet u T.11. HouHble KommMapsl HabsoaatoTes B dhasze
OBICTPOTO CHa, Yallle BO BTOPOI TOJIOBMHE HOYM, KOTIa
4acTOTa W MPOAOKUTEIbHOCTh 3MU30/A0B (a3bl ObICT-
poro cHa yBenmuuBaeTcs [6]. Hounble KommMapsl darie
BBISIBJISTIOTCS Y TeX JeTell JOITKOJIBHOTO BO3pacTa, KOTO-
pble MMEIOT TIOBBIIICHHYIO 3MOIIMOHAIBHYIO PEaKTHB-
HocTb [1].

HapymieHust cHa accolMUPYIOTCS ¢ BBICOKUM YPOB-
HeM TpeBoru. COH M TpeBOTa MOTYT paccMaTpUBaThCS
KaK TIPOTUBOTIONIOKHBIE ITPOIIECCHI, BXOISIINE B OoJiee
MacCIITa0HYIO CHUCTEMY, PETYJIHUPYIOIIYI0 aKTUBAIIAIO TO-
JIOBHOrOo Mo3sra [7]. DkcrnepuMeHTalbHbIE KCCleA0Ba-
HUSI CBUICTECJILCTBYIOT O TOM, UYTO MaXke YMEPECHHBIN Jie-
bumT CHa MPUBOIUT K YCWJICHUIO TPEBOTU U CTPAXOB.
Y B3pOCHBIX TAlMEHTOB, CTPANalOIINX TPEBOXHBIMU
paccTpoifcTBaMu, IeTpUBAIUsI CHa TIPUBOAMIIA K CYIIe-
CTBCHHOMY ITOBBIIIIEHUIO TPEBOTH U TAHUIECKUM aTakam
Ha cienytomuii aeHpb [8]. CBsI3b TpeBOTU W HApYlIEHUI
CHa BBISIBJISICTCS TaXke Y HEKOTOPBIX MJIaIcHIIEB Ha (hoHE
TaK Ha3blBaeMOI cerapalMoHHON TpeBoru [9]. AHalo-
TMYHAsT CUTYalldss MOXKET HaOJIOHaThCS B MOIIKOJLHOM
1 paHHEeM IITKOJIBHOM Bo3pacte. Y 60% nerteil B 11omo0-
HBIX CUTYallMsIX BBISIBIISIIOTCS TPYIHOCTH TIPU 3achllla-
HuM, ay70% — TPYIHOCTH TIPH MOTIBITKAX POIUTEICH
pa3dyauTh pedbeHka yrpoM. B TeueHue nHs y aereit Ha-
OJIIOMAtOTCST MHOTOYMCIICHHBIC CTPECCOBBIC CUTYAIIWH,
CBsI3aHHBIC C PAa3IyKoOil ¢ ponuTesisiMU. Takue cCUTyarmu
1 BBICOKWI yYPOBEHb TPEBOTH TTOBHIIIAIOT BEPOSITHOCTH
pPa3BUTHsI y IETeid HE TOJIBKO HAPYIICHWI TTPOIOJIKI-
TEJIBHOCTH CHA, HO B Psiie CITyyaeB ITapacOMHMUIA B (hopme
CHOXOXIEHMI, aHype3a, HouHbIX cTtpaxoB [10]. To 10%
IeTeid ¢ HOYHBIMU CTpaXxaMd HWMEIOT COITYTCTBYIOIIHE
JNIMarHOCTUPOBAHHbIE TPEBOXHbIE paccTpoiictBa [11].
Hapymienust cHa, 0cCOOCHHO WHCOMHUU, BeCbMa YacTo
BBISIBJISTIOTCST Y TIOAPOCTKOB C CUMITTOMaMH TPEBOXKHBIX
pacctpoiicTB. [To TaHHBIM ITOJIMCOMHOTPahUIECKOTO 00-
CJIeZIOBaHMS, Y MOAPOCTKOB C MPU3HAKAMU TPEBOXHBIX

paccTpoiicTB HabJI0AAeTCs MOBBIILIEHHOE YUCJIO HOUHBIX
MpOOYXACHWIi, yBeJIMUEHUE JJATEHTHOCTU CHA (BpeMEHU
OT BBIKJIIOUEHUSI CBETA J0 HACTYIJICHUS CHA), YMEHbIIe-
HUE CTETNEHU BbIPAXXEHHOCTU MEIJIEHHOBOJHOBOIO CHA.
ITpumeyareabHO, YTO YACTOTA BbISIBJISIEMBIX B XO/I€ MH-
CTPYMEHTAIbHBIX UCCJIEAOBAHWI HAPYILIEHU I CHA Yy TAKUX
MOAPOCTKOB OblJa BbILIE YACTOThI XKajl00, MpeabsBisie-
MbIX caMuMu noapoctkamu [12]. MccnenoBanust katam-
Hes3a JieTeit, CTpalaBlIMX HApYIIEHUsSIMU CHa B paHHEM
BO3pacTe, BbISIBUIN TMOBBILIEHHYIO BEPOSTHOCTb MOC/IE-
JYIOLLETO Pa3BUTHUSl Y HUX TPEBOXKHBIX paccTpoiicTs [13].

CBsI3b HapyllleHUl CHa C OMOLIMOHAJIbHBIMU pac-
cTpoiicTBaMu MMeeT (U3UOJ0ornueckoe 0OOCHOBAaHUE.
Heduuur cHa uam ero JivilieHue (IenpuBalms) COmpoBo-
K/IaeTCcsl HAapyLIeHUSIMU BOCCTAHOBUTEIbHON (DYHKIIUU,
KOTOpasi MpeanosaraeT pejakcaluio, CHUXKEHUEe KOTHU-
TUBHOTO U (DU3MOJOTMYECKOTO YyToMJeHus. JluieHue
CHa COMPOBOXKIAETCs MOBbIIEHUEM BO30YAMMOCTY MUH-
JNAJIEBUAHBIX TeJl MO3ra, HapylmeHueMm (QyHKIMOHAIb-
HbIX CBSI3€il MUHIQJIEBUIHBIX Tel U NMpedPOHTAIbHBIX
otaesioB Kopbl [14]. MuHpaneBuaHble Teja OTBEYAlOT
3a GOpMUPOBAHUE U MOJEPXKAHUE CTPAXOB U TPEBOTU
U UMEIOT MPSIMbIE U HETIPSIMbIE CBSI3U € TPe(POHTAIbHOI
KOpOIi, KOTOpasi MOAaBISIET HEraTUBHbIE SMOLIMU U TO-
BeJIEHYECKUE PeaKliU, CBA3aHHbIE C ATUMU DMOLIUSIMMU.
ITpu neMoHcTpalMyu U300pakeHUI C HEraTUBHOW 3MO-
LIMOHAJIBHOM OKPACKOM TeM JIMliaM, KOTOpbIe MpeaBapu-
TeJIbHO ObUIM JIMILIEHBI CHA B TeUeHUe 35 4, BO3pacTaHue
AKTMBHOCTU MUHIAJIEBUAHBIX TeJ, M0 AaHHBIM (DYHKIIU-
OHAJIbHOW MAarHUTHO-PE30HAHCHON ToMorpaduu, ObLIO
Ha 60% BBITIIe, YeM B KOHTPOJIBHOMU TPYIITTE UCTTBITYeMBIX
0e3 MpeAIIecTBYOIIMX HapyllIeHuit cHa [14]. Yrpara cHa
HapyllaeT B 1IeJIOM CITIOCOOHOCTb KOHTPOJIMPOBATH SMO-
LIUU, CHUXKAET CIIOCOOHOCTh PearupoBaTh MOJOXUTEb-
HbIMU SMOLMSMU Ha MPUSTHbIE COOBITUSI U YCUJIMBAET
MPOSIBJIEHUS] OTPULIATESIbHBIX SMOLIMI B OTBET Ha Hera-
tuBHbIe [15]. C HapyllIeHUsIMM CHA COYETAETCsS YyMEHb-
LIEHWEe TOPMO3HOTO BJUSHUS OJIyKIAI0IIEero Hepsa,
YTO paccMaTpyBaeTCs KakK KOCBEHHbIN MpU3HAK Hapy-
LIEHHO# CITOCOOHOCTH PeTyIupoBaTh aMoLMH [16].

B uccnenoBaHuu cBsI3M HapyllleHUId CHA W 3MOLMO-
HaJIbHBIX PACCTPONCTB OOJIbIIOE BHUMAHUE YAEJSIETCS
ocu runorajamyc—runoduz—HaanoyeyHuku. B Hopme
HACTYIUIEHUE CHA COYETAETCs CO CHUXKEHUEM CEeKpeluu
KOPTU30J1a, B TO BpeMsl Kak BbIXOJ M3 COCTOSIHUSI CHA
COYETAETCsl C IMOCTENEHHBIM TOBBIIIEHUEM €ro ypoB-
Hs B 11a3Me. [ToBbIIEHHBIN YPOBEHb KOPTU30JI1a Mepes
CHOM BBISIBJISIICSL Y IOAPOCTKOB, CTPAAIOLIUX TPEBOXK-
HbIMU pacctpoiictBamu [17]. deduuurt cHa coyeraer-
Csl C MOBBILIEHUEM YPOBHSI KOPTU30Ja B KPOBM Yy AeTeii
npu nipodyxaenun [18]. UmeroTcst naHHble O CBS3U BbI-
COKOTO YPOBHSI KOPTU30J1a C MOBbILIEHHBIM PUCKOM pa3-
BUTUSI TPEBOXHBIX paccTpoicTB y aeteit [19]. B To xe
BpeMsl aKTUBALIUSI OCU TUITOTaJlaMyC—THUIO(pU3—HaaIo-
YEUHUKU U MOBBIIIEHUE YPOBHSI KOPTU30Ja CIIOCOOCTBY-
10T aKTUBAlIMKU peakiuy npooyxaeHus (arousal), Hapy-
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ILIEHU O 3aChINTaHus U 1IeJIOCTHOCTH cHa [20].

[TcuxomaToIormyecKe YepThl POAMTENIC U ceMeii-
Has Je30praHu3aius (OTCYTCTBHE CTPYKTYPHMPOBAHHO-
CTH, HECOOJTIONICHUE PEXMMa JTHST) COYECTAIOTCS C HapylIile-
HUSIMU CHa Y peOeHKa M BEIPaXKEHHOCTHIO Y HETO TPEBOTH.
C npyroii CTOPOHBI, Ype3MEPHBIN POINTEITBCKUN KOHTP-
OJIb TaKKE COYETacTCs C IOBBIIICHHOM TPEBOXHOCTHIO
pebeHKa W HapylIeHUsIMUA cHa. Takue BapWaHTHI yxona
3a peOCHKOM, KaK COBMECTHBII COH pOIuUTENIcii ¢ pebeH-
KOM, OXWIaHWE POTUTENSIMA TOTO MOMEHTa, KOTma pe-
OCHOK YCHET, TIPEXIe YeM YIIOXKUTh €ro B COOCTBEHHYIO
KpOBaTh, COITPOBOXIATMCH 3HAYUTEIIEHO 00JIee YaCTHIMU
HapylleHUsIMU cHa y neteit [19]. Hekoropsle poautenu,
MTPaKTUKYIOIINE TaKOM ITOAXON K OpraHM3alluy CHa pe-
OeHKa, caM¥ XapaKTePU3YIOTCST BBICOKOH TPEBOXKHOCTBIO,
KOTOpasi 0c000 OTUETIMBO ceOsl MPOSIBIISIET MPU hU3UIEC-
CKOM pasjiyyeHuu ¢ pedbeHkoM. HouHoii coH pebeHka Mo-
KT BBI3BIBATH TUCTPECC Y TAKUX TPEBOXHBIX POIUTENICH,
a It peGeHKa TIPU 3TOM CO3IAIOTCSI TTPEAITOCHUIKY OoJiee
TTO3HETO YKJIaIbIBAHUS CTaTh, TTOOIIPEHNE COBMECTHO-
IO CHa C POIMTEJISIMU, YTO JINIIb YCUIMBACT TPEBOTY pe-
OCHKa W IPETSITCTBYeT HOPMaJIbHOMY (hOpMUPOBAHUIO
y HEro MeXaHU3MOB camoperyJisiuuu [21].

BoJbiroro BHUMaHMS 3aCTy>KMBaeT CBSI3b HAPYIICHU I
CHa W CUMIITOMOB nerpeccuu. VI3MeHEHMsI CTPYKTYpPhI
CHa, coYeTaloIIMecs] C CHMIITOMaMU NETIPECCUM Y IeTei
Y TIOJIPOCTKOB, HATIOMWHAIOT T€, KOTOPBIC BBISIBIISIIOTCS
y B3pocibIX. HapymieHust cHa, codeTarommecs ¢ Ierpec-
CHeit, MOKHO YCIIOBHO Pa3IesIUTh Ha Te, KOTOPBIC TTPOSIB-
JITrOTCS B (ha3e OBICTPOro CHa, B haze MEUIEHHOTO CHa,
M Te, KOTOpbIe B IIEJIOM 3aTParuBalOT ITPOIOJDKUTETb-
HOCTbB M HETIPEPBIBHOCTH CHa. Ecii roBopuTh 006 accoru-
alMsIX IeTIpecCcuy U (a3bl OBICTPOTO CHA, TO TIPEXKIIEe BCe-
TO HY>KHO OTMETUTh CHIDKEHUE MHTepBaia OT Hadaya CHa
IO TIEPBOTO 3MM30/a (ha3bl OBICTPOTO CHA, T. €. JATEHTHO-
cTH (ha3bl OBICTPOTO CHA. Y HEKOTOPBIX ITAIIMEHTOB OTMe-
yaeTcsl yBeJIMYEHUE YKca dMU30J0B OBICTPOro IBHXKE-
HUS TJIa3HBIX SI0JIOK 3a CAMHUILY BpeMeHU (YBEIMICHUE
«REM-muioTHOCTH»), MpUyYeM JaHHbI (eHOMEH yallle
BCETO TIPOSIBIISIETCST BO BPeMsl TIEPBOTO 3Mu3oma (asbl
obicTporo cHa [5]. Takum ob6pazom, Ha hoHe aenpeccuu
OTMEYAeTCsl YBEJIWYCHHME 4YWCIa U MPOIOJIKUTEIBHO-
CTH 3MU3010B (Da3bl OBICTPOTO CHA B IEPBOU TIOJIOBUHE
Hour. [TomoGHbBIC M3MEHEHUsI CTPYKTYPHI CHA COXPaHsI-
IOTCSl TaKe TI0CJIe TOTO, KaK HabIronaeTcsT KITMHIIECKOe
BBI3IOPOBJICHUE OT Nenpeccur. JJaHHOe 00CTOSITEeThCTBO
MOXET CBUIETEIIBCTBOBATD O TOM, YTO U3MEHEHHE CTPYK-
TYpHI (a3bl OBICTPOTO CHA caMo IT0 cede Mmpenpacroiaraet
K (hOpMUPOBaHMIO IETIPECCHUM, a HE SIBISICTCS e CIIeNCT-
BueM. Hapyienust ¢asbl MeUIEHHOTO CHa XapaKTepusy-
IOTCSl YMEHBIIIEHWEM TIeprofia, MPUXOIIIIeTocs Ha 3-10
1 4-10 ctaauu ¢aszbl MEJIEHHOTO CHa (TaK Ha3bIBAEMOTO
JieibTa-cHa). OTO 0000 OTYETIIMBO MPOSIBISIETCS B XOJIE
TIepBOTO IIMKJIa CHA, KOTJa B HOPME 3ITM30[ NeJIbTa-CHa
TOJDKEH OBITh MaKCUMAJIBHBIM 10 TTPOIOJKUTEIEHOCTH.
HampotuB, oTMevaercsi yBeJIMYEHHE BPEMEHMU, TPUXO-
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JISIIErocsl Ha MOBEPXHOCTHBIE cTaauu (ctaauto 1) dasbl
MeJUIEHHOTO cHa [22].

HccnenoBaHust, IpOBEIEHHBIC Y IETEH M TTOIPOCTKOB,
CTpaIaoIINX IETTPECCUBHBIMU PACCTPOMCTBAMU, BBISIBU-
JIV TIpU3HAKU WHCOMHWMH y 75% marmeHToB, ny 1/3 06-
CJICIOBaHHBIX MMEJIMCh 3aTPYIHEHUS HACTYIICHUST CHA.
CyObeKTUBHBIE XKaJIO0bI MALIMEHTOB B OOJIBITMHCTBE CIIy-
YaeB IMOATBEPKIAINCH MHCTPYMEHTAIBHBIMUA METOIAMU
ucciaenoBanus. Kak my B3pocibIX, HapyIIeHHasT peryJisi-
LIMSI CTPYKTYPHI CHA MOKET SIBUTHCS Y HUX HeOIaromnpu-
SITHBIM TIPOTHOCTUYECKUM (DAaKTOPOM PEIUANBOB CHUM-
MTOMOB AETPECCUU TOCIe TOCTUKEHUsT pemuccuu [23].
HapymieHust cTpyKTyphl CHa M XapaKTepUCTUK JIEKTPO-
SHIIe(baIorpaMM BBISBIISTUCH Y 3I0POBBIX TOIPOCTKOB,
WMEBIIUX PUCK DPa3BUTHS IEIPECCUU 10 JTaHHBIM Ce-
MEIHOTO aHaMHe3a, ¥ Y MHOTHX JeTIPeCcCrsl pa3BUBaJIach
BIIOCJIENCTBUY [24].

Bo3moxHoe 00bsicHeHUe HapylleHuii ¢ha3bl ObICTPO-
ro CHa, COYETAIOIIMXCSl C AeNpeccueil, cBsi3aHo ¢ aucha-
JIaHCOM (DYHKIIMOHMPOBAHUS XOJIMHEPTMUECKON 1 aMITH-
epruJeckoii cmcreM Mmo3sra. [lokazaHo, YTO ycuJieHUE
XOJIMHEPTUIECKON CTUMYJISIIIMKM, OTMeJdaeMoe B (hase
OBICTPOTO CHA, BBISIBISICTCS Wy JIUI, CTPAmAONINX Je-
npeccueit [25]. O6HapyxeHbl crienuduyeckre Mopho-
METpUYCCKIE WM3MEHEHUS CTPYKTYp TOJIOBHOTO MO3Ta,
TIPEXIe BCETO B 00JTACTU THIIIOKAMITIA, COYETAIOIINECs
¢ nemnipeccueit [26]. Takoro poga M3MEHEHUS] MOTYT Jie-
XaTh B OCHOBE KOTHUTHBHBIX HapYIICHWH, CBSI3aHHBIX
C IETIPECCUBHBIMU  PACCTPOMCTBAMU, B YAaCTHOCTH Ha-
pYIIICHUEM BHUMAaHMUS, TAMSITU U CIIOCOOHOCTEN K pe-
eHuto npodsieM [27]. MexaHu3MBbl, Jexallie B OCHOBE
STUX CTPYKTYPHBIX M3MECHEHU, IO KOHIIA HE M3YYeHHI,
OITHAKO TIPUBOJISITCS apTYMEHTHI B ITOJIB3Y TOTO, YTO OHU
MOTYT OBITH OTIOCPEIOBaHBI UMEHHO TICPBUYHBIMU Hapy-
MICHUSIMU CHA.

BHuMaHMe wccnemoBaresiell MPUBJICKAeT BepOsITHAS
pOJIb OpeKCHHAa B COYETAHHOM TeHe3e HapyIIeHUH cHa
u aenpeccuu. JleuumT 3Toro HeiiponenTuaa NpuBOIUT,
B YaCTHOCTH, K CYIIIECTBEHHOMY CHIDKEHUIO JIATCHTHO-
¢t (a3bl OBICTPOTO CHA, XapaKTePHOMY LIS JCTIPECCHUM.
OmHWM U3 apTYMEHTOB B TIOJTb3y TaKOW CBSI3U SIBJISICTCST
TO OOCTOSITETHCTBO, UTO HAaMOOJIEe OTYCTIIMBBIC TPOSB-
JICHUsSI CHIDKCHUS JIATCHTHOCTU (ha3bl OBICTPOTO CHA,
MpU KOTOPBIX (paza ObICTpOro cHa hOPMUPYETCS Cpasy Ke
rnocJje HaCTYIUIEHUsI CHa, HAOJI0AAI0TCsl TIPU HApKOJIeT-
CUM — TIATOJIOTMYECKOM COCTOSTHUU, B TeHE3¢ KOTOPOTO
JlokazaHa poJib nedunnra opekcuHa [28]. Kpome Toro,
caMa HapKoJIeTICUsl B psilie CllydaeB COYETAeTCsl C IeNpec-
cHell. VIeNSIoT BHUMaHWE W MEJaHWHKOHIIEHTPUPYIO-
1eMy TOPMOHY — HEWPOIICNITHIY, MPUCYTCTBYIOIIEMY
B CTPYKTYpax roJIOBHOTO MO3Ta, KOTOPbIe aHATOMUYCCKHI
COCEJICTBYIOT C TEMHU, 4YTO CoAepxKaT OpekcuH. Mena-
HWHKOHIICHTPUPYIOIINI TOPMOH YYacTBYET B PETYJISIINI
9HEPreTMyeckoro obmeHa, (GOpMUPOBAHUU MUILEBOTO
MTOBEICHUsI, a TAKXXKEe BIIMSICT Ha HACTYIUIGHWE CHa, Tpe-
e Beero (hazwl ObicTporo cHa. [TokazaHo, UYTo CHUXKEHME
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YPOBHSI 3TOTO HEWPOTENTHIA COMPOBOXIACTCS ITOBbI-
IIEHWEM TPEBOTM U, BO3MOXHO, CIOCOOCTBYET (hOpMU-
POBaHMIO CUMIITOMOB nernpeccuu [29]. BoisiBieHa cBsi3b
MEXIy IPOSIBJICHUSIMU NETIPECCUBHONM CUMIITOMATUKI
1 HapyIIeHWEeM BBIPAOOTKM MeJIaTOHWHA. YMEHBIIICHUE
BbIPaOOTKM MeJIaTOHMHA Ha (hOHE IeNPEeCCUU OObSICHSIIOT
CHITXEHUEM YPOBHS HOpaIpeHaTnHA ¥ CEpOTOHWHA B TO-
snoBHoM Mo3re [30]. Kak ciencrBue, y Takux MalieHTOB
MOXET OBITh HapyIlleHa ITMPKaINaHHasT PEeryJIsIns yepe-
JIOBaHUSI IMKJIOB COH—O0APCTBOBAHUE.

He MeHee BaKHBIM ITPENCTABIISIETCS] BO3MOXKHOE CO-
YeTaHWe PACCTPOMCTB CHA y IETel ¢ HApPYIICHUSIMU T10-
BeICHWS B THEBHOE BpeMsl. YKe Ha ITEPBOM TOMY KU3HU
NIETH, XapaKTepu3yeMbIe 00Jice BRIPaXKEHHBIM HeTaTHBH3-
MOM, YaIie UMEIOT TPYIHOCTH TP 3aChIITAHUHN U TPeOy-
0T JUTUTEJIBHOTO TIPeIBapUTeIbHOTO yKaunBaHus. OHU
HE XOTSIT CIaTh OTHU, CITSIT CIIUIITKOM MaJio, 0ECTTOKONHBI
Y MHOTO IIBUTAIOTCS BO BPeMsI CHA, 9acTO IPOCHITIAIOTCS
BO BpeMsI CHa C IJIaueM, ITOBBIIIEHHBIM TTOTOOTIC/ICHU-
€M, WX TPYIHO YCITOKOUTh. [lociie Takux MpoOYKIeHWI
TIeTeil TPYIHO BHOBb YJIOXKUTH CTIaTh 0¢3 BMEIIAaTeIbCTBA
pomuteneil. [letn, xapakTepu3yeMble TaK Ha3bIBaeMOU
BBICOKOW MHTEHCHBHOCTBIO, PEIKO 3achITIAIOT 0e3 Mpu-
CYTCTBHSI poauTeseil. [eTh C BBICOKOW aKTUBHOCTBHIO
PEIKO XapaKTEPU3YIOTCH OJIMHAKOBOM €XEAHEBHOM TpO-
TOJDKUTETBHOCTRIO CHa. Hu3Kast oTBIIeKaeMOCTh pebeHKa
coueTaeTcsl ¢ 6ojiee JacTOM «HETOTOBHOCTBIO» YKITaIIbI-
BaThCS CIIATh B MTOJIOKEHHOE BpeMsI, 60Jiee BBIPasKeHHBIM
COTIDOTHBJICHUEM CHY, HEXelTaHUEeM peOcHKa OCcTaBaTh-
Cs1 OMHOMY, 00Jiee KOPOTKOW TTPOIOJIKUTEILHOCTRIO CHA
1 6oJiee BBIPAKEHHBIMU PA3TUIMSIMU €KEITHEBHOU TTPO-
JIOJKUTEIBHOCTU CHA. B To e BpeMsi MilafieH1Ibl ¢ 0oJiee
PUTMUYHBIM TTOBEICHWEM Yallle TOTOBBI KO CHY B ITOJIO-
SKEHHOE BPEMsI ¥ PEKe ITPOSIBIISIIOT COMTPOTUBIICHUE YKITa-
IBIBAHUIO CTIaTh, OHU OoJiee CTIOKOWHBI BO BpEMST CHa,
pexe MpoOyKIaroTcst BO BpeMsI CHa M B paHHWE YTPSCHHIE
yachl [31]. «<AKTUBHOE» MOBEACHME MJIajJeHIIa BO BpeMs
CHa coueTaeTcsl ¢ 60Jiee BRICOKOI aKTUBHOCTBIO B COCTO-
STHUW OOIpPCTBOBAHMS, W MJIAICHIIBI C TaK Ha3bIBAEMbBIM
JIETKUM TEMIICPAMEHTOM CITST TOJIbIIIE IT0 CPAaBHEHUIO
C TeMU, Y KOTOPBIX BBISIBJISTIOTCSI YEPTHI TaK HA3bIBACMO-
TO «TPYIHOTO» TemrepaMeHTa. CXOMHBIM 00pa3oM, IETH
TPEeX JIET, XapaKTePU3YIOIreCs 0OJTbIIeH aqalTHBHOCTHIO
U MO3UTUBHBIM HACTPOCHUEM, UMEIOT OOJIBIIIYIO TTPOIOJ-
KUTETLHOCTD CHa. MeHbIIasi TIPOIOJIKUTETbHOCT HOU-
HOTO CHa ¥ CYMMapHOT'O CyTOYHOTO BPEMEHM CHa BBISB-
JISJIACh Y TeX JOUTKOTBHUKOB, KOTOPBIE UMENTN OOJIBIIIYIO
BBIPaKCHHOCTh HApyIICHUI TTOBeICHUS. [1eTH TOITKOIb-
HOTO BO3pacTa, WMEIONINE CTOWKWE HapyIIeHUs CHa,
yanie XapaKTepHU3YIOTCSl PacCTPOMCTBAMU ITOBEIEHUS,
B UMCJIe KOTOPBIX MTPOSIBIICHUSI TUTICPAKTUBHOCTH, arpec-
cuBHOCTH [32]. OTMEUeHO coueTaHue PaHHEro BpeMeHU
YTPEHHETO MPOOYKIEeHUS peOeHKA M CHIKCHUS €TO BHU-
MaHWsI ¥ CTIOCOOHOCTH CKOHIICHTpUpoBaThes. [logpoct-
KU, KOTOPBIE COOOIIAIN O HATMINH Y HUX HapyIIEHHOTO
WJTW HEJIOCTAaTOYHOT'O CHA, Yallle OTMEYaIi CyOheKTUBHOE

OIIYIIIEHWE TTOBBIIICHHOW COHJIMBOCTU, CHYDKCHUS pa-
6otocrocobrocTH [33]. ¥/, MoapocTKOB BhIpakeHHbIE
paccTpoiicTBa CHa COMPOBOXAAINUCH TaK Ha3blBAEMbIMU
9KCTEPHAIM30BAHHBIMU HapyIIEHUIMU NoBeneHus [34].

Bosbllloro npakTUYecKoro MHTepeca 3acayXUBaeT
CBsI3b HapylIlIeHWI CHa C TIpU3HAaKaMU CHHApoMa nedu-
IMTa BHUMAHUS W TMIICPaKTMBHOCTU y IeTeil. YKazaH-
HBII CUHAPOM XapaKTepU3yeTCs] MMITYJIbCUBHOCTBIO /TH-
MEePaKTUBHOCTBHIO U HapylieHWeM BHUMaHMs. CHHIPOM
nuarHoctupyetcst 'y 4—17% neteit. Okono 50% neteit
C YCTaHOBJICHHBIM JIMAaTHO30M CUHApOMa TeUITUTa BHU-
MaHWS Y TUTIEPAKTUBHOCTH BITOCJICICTBUU BO B3POCIIOM
COCTOSIHMM TakKXXe WMMEIOT HapyllleHusl noBeneHus. Ta-
KUe BaXHEHUIITMe YepThl CHHIPOMa, KaK CHVUDKCHHME BHU-
MaHWs, TIOBBIIICHHAS aKTUBHOCTH, WMITYJIbCUBHOCTD,
TaKKe XapaKTepHBI IS HApYIICHUW HETPEPBIBHOCTH
U orpaHuyeHUst cHa y pebenka. Hapynienust cHa, oco-
OCHHO TPYTHOCTU €T0 MHUIIMALIUK U TTOICPXKAHUSI OTTH -
ceiBatoTes y 25—50% neteit ¥ TOOPOCTKOB C CHHIPOMOM
neduuura BHUMaHuUs U runepaktuBHoctu [35]. Ilpu-
onmsutenbHo 30% neTeii ¢ JaHHBIM IUAarHO30M CTPAIaloT
XPOHUYECKON WMHCOMHUEW, CBI3aHHOW C HapylIeHUEM
WHUIMAIMNA CHA; Y JeTei BBISBIISTIOTCS YacThle HOYHBIE
MPOOYXAEHUs, YMEHbIIIEHUE O0IIei MPOAOTIKUTETbHO-
CcTU cHa. HapylieHus WHUIIMAIIMU W TIOJIepKaHUs CHa
y ieTeii MOTYT yCyryOJsiTbCsl Ha3HauYeHUEM WM TCHUXO-
CTUMYJIMPYIOIINX TIPErapaToB, KOTOPbIE HEPEIKO TpPHU-
MEHSIIOTCSI JUTSI JISYCHUST CUHApPOMa AebUIInTa BHUMAHUS
W TUTIEPAKTUBHOCTH. MHCOMHUU Y HEKOTOPBIX JeTeit
C 3TUM IWAarHO30M MOTYT OBITh CBSI3aHBI C HAPYIICHUSIMU
IMPKaTUaHHBIX PUTMOB PETYIISIIIUU IMKJIa COH — OOop-
CTBOBaHUE, KOTOPBIC TPOSIBIISTIOTCST B (hopMe 3aIep>KKU
dasbl HacTyruieHus: cHa. Kak ciencrsue, JeueHue aeTei
¢ IpU3HAKaM¥ CUHIpoMa Ae(UIIiTa BHUMAHUS U TUTIEP-
AKTMBHOCTU Ha3HAYEHMEM MpernapaTtoB MeJaTOHUHA
CMocoOCTBOBAJIO cABUTY (ha3bl cHA Ha OoJiee paHHee Bpe-
Ml M B JQJIbHEHIIIEM COMPOBOXAAIOCH YJIYyUIIEHUEM T10-
Kazatesieit moBeneHus [36]. JaHHbIe TToaucoMHOTpadun
CBUJIETEJILCTBYIOT O CHUXKEHUU 10JIU (pasbl ObICTPOTO CHA
B OOIIEll CTPYKType CHa, OOIIEeM YBEJIMYEHUU LIMKIIOB
CHa, BBIPAXKEHHOM CHIDKCHUM JIATCHTHOCTU (ha3bl ObIC-
TPOTO CHa y JIeTe ¢ CHHAPOMOM AedUIITa BHUMAHWS
U TUNIEPAKTUBHOCTU. B 11e10M oTMeuaeTcsi HecTaOusib-
HOCTb CHa, YMEHbIIIEHUE €ro oOIIel MPOAOIKUTETbHO-
cru [37].

[IprIMHHO-CIIENCTBEHHBIE CBSI3W CHHIpOMa aedu-
IIMTa BHUMaHUST U TUTIEPAKTUBHOCTH W HAapYIICHUI CHa
OKOHYATeJIbHO He ycTaHOBJeHbl. MMmerolmecs naHHbIe
CBUJIETEJILCTBYIOT O TOM, YTO HeafeKBaTHasl MPOJOJIKM-
TEJbHOCTb CHA TMPUBOAUT K CHUXXEHMIO CIOCOOHOCTU
pedeHka K GOKyCUpOBaHMUIO BHUMAHUS, YXYIAIIEHUIO €ro
IIKOJTBHOM YCITEBAEMOCTH W MTOBBIIICHUIO WMITYJIbCHB-
Hoctu noseaeHwus [38]. MccaenoBaTensiMu obpaiaeTcst
BHUMaHUE Ha OYEBMIHOE CXOICTBO 3THUX HapYIICHUI
C KapIMHAJTbHBIMA CUMIITOMAaMU CHHIpOMa HeduIInTa
BHUMAaHUsI, aJIeYeHUE HapylIeHUH CHa 3a4acTylo Mpu-
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BOAMUT K HOPMaJIM3allMK MOBEIEHUS JeTeil, CHUXEHUIO
MOTPEOHOCTU B Ha3HAYEHUM DPEOEHKY MCUXOCTUMYIIU-
pywomux mnpernapatoB [39]. YcraHOBJIEHO, UTO KaK CUH-
npoM JAeduliMTa BHUMAHUSI W FMIIEPAKTUBHOCTHU, TakK
U PacCTPOIMCTBA CHA COYETAIOTCSl C HApYUIEHUSIMU UC-
MOJHUTENBHON DYHKUIMUKU NMpedPOHTATbHON KOPbI 1 Ma-
Tosiorveil nocdamMuHepruyeckoit cucreMbl mo3sra. [lpe-
PBIBUCTOCTh CHA HEraTMBHO OTPAaXKaeTCsl Ha COCTOSTHUM
npedpoHTaTbHBIX OTJEJI0B KOPbl MO3Ta, MOIBEPraloIIX-
Ccs MHTEHCUBHOI Harpyske BO BpeMsi OOApCTBOBaHWUS,
YTO COMPOBOXKIAETCSI, B YACTHOCTU, KOTHUTUBHBIMU Ha-
pYLWIEHUSIMU Y U3MeHeHusiMU TioBeaeHus [40]. YkazaH-
Hble PAaCcCTPOMCTBA BBISABISIOTCS Y JETeil ¢ CUHIAPOMOM
neduunta BHUMaHUS U TUTIEPAKTUBHOCTH.

IMo nanubiM BBI yaTtux nereil mMeercsl CKJIOH-
HOCTb K TMIIEPAKTUBALUM KOPbI B THEBHOE BPEMSI CYTOK,
YTO MPOSIBJISIETCS MOBBILIEHHOM TeTa-aKTUBHOCTHIO (Mpe-
HMMYIIIECTBEHHO BO (DPOHTANIBHBIX OTIENAX), CHUXKEHHOM
anbda- u Oera-akTuBHOCThIO [41]. IlpomoskureabHOe
COCTOsSIHUE OOPCTBOBAHMS U ACTIPUBALIMS CHA Y KJIMHU-
YECKU 3[I0POBBIX JIMLL IPUBOIAT K CXOIAHBIM U3MEHEHUSIM
OBI: MOBBILIEHNIO TE€Ta- U CHUXEHUIO ajibtha-aKTUBHO-
ctu [42]. Buzyanusupyoiue ucciaenosanust HHC takxe
MO3BOJIUJIM YCTAHOBUTh, UTO aKTUBHOCTb KOPbI FOJIOBHO-
IO MO3Ta MEHSIETCSl B OTBET Ha OrpaHUYEHME CHA, U 3TU
M3MEHEHUsI COUYETAIOTCSl C HApYLIEHUSIMA KOTHUTUBHbBIX
byukumit. CnencTsueM JenpuBaliMy CHa SIBJISIETCSI CHU-
JKEHME CKOPOCTHU MOCTYIJIEHUS TJIIOKO3bl B MO3T, CHUXE-
HUE aKTUBHOCTM MO3ra, 3aBUCUMOI OT YPOBHSI KUCJIO-
pola KpoBM, B TaJlaMyce€, BUCOYHOM, MPEePPOHTAILHOM,
TEMEHHOM oT/esiax kopbl [43]. denpuBauusi cHa Npu-
BOAMUT K (PYHKIIMOHAIbHBIM HApPYIIEHUSIM TeX y4acTKOB
rOJIOBHOTO MO3ra, KOTOpbI€ YYaCTBYIOT B aHAU3€ BbIC-
1Iero TMopsiika, WHTErpalvu CEHCOPHON U MOTOPHON
nHdopmalum, oTrdbope ceHCOpHO MHGpopMaluu (opu-
€HTUPOBAHUM), KOTHUTUBHBIX (DYHKIIUSX, OOecrieueHUun
HCMOJHUTEbHOIO KOHTPOJIS, a TaKXKe MHULIMUPOBAHUU
U TOJ/Iep>KaHUU COCTOSTHUSI O0ApCTBOBaHUS [44].

MexaHu3Mbl MOJEPKaHUSI COCTOSIHUSI OOIPCTBOBA-
HUSI OOECIeYMBalOTCs y4acTUEM HOPaApeHEepruuecKux
CTPYKTYp, & CUCTEMA UCIIOJTHUTEIBHOTO KOHTPOJISI TIpeI-
rnojaraeT yyactue aopaMuHEpruyeckux cTpyktyp [45].
HopanpeHanut u cepoTOHUH NPUHUMAIOT y4acTue B pe-
IYJSIUMA  YepelioBaHUsl LIMKIOB COH—OOIPCTBOBAHUE
U MIPOLIECCOB, CBSI3aHHBIX C KOHIIEHTpAllMeil BHUMAHUSI.
BbickazbiBasioch MPEANONOXEeHUE, YTO HOPAAPEHAIUH
crnocoo6cTByeT GOPMUPOBAHUIO TMTIEPAKTHUBALIMHN Y TTALIU-
€HTOB, CTpaJalollUX CUHAPOMOM Jeduuuta BHUMAHUS
Y TUNIEPAKTUBHOCTU, YTO MPUBOJUT K 3a[EPKKE Bpeme-
HU HacTyrieHus: cHa [21]. BwisiBIsieMble CTPYKTYpHbIC
1 GYHKIMOHAIbHbIE HapylleHUs] B 00JlacTU MNpedpoH-
TaJbHOMN KOPbI U UMEIOIIIMECS Y STUX MAIIMEHTOB MEPBUY-
Hbl€ HApYILIEHUsI CHA CBUETEIbCTBYIOT O TOM, YTO OJTHOM
13 MPUYUH COYETAHUSI PACCTPOMCTB CHA, HEUPOKOTHU-
TUBHBIX U TTOBEIEHUYECKUX OTKJIOHEHUI SIBJSIIOTCS Hapy-
IIEHHUS UCTIOJTHUTEIbHOM crcTeMbl Mo3ra [46]. Bo3mok-
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HOE COYeTaHWe TUTICPAKTUBAIIMN KOPBHI B HOTHOE BpPEeMsI
y IeTeil ¢ CHHIPOMOM JedulINTa BHUMAHUS U TUTICP-
AKTMBHOCTU ITO3BOJISICT BBICKA3BIBaTh TPEITIONOXKCHUE
0 TOM, YTO TUTIEPAKTUBHOCTh PeOCHKA B THEBHOE BPEeMsI
CYTOK SIBJISICTCSI CBOCOOPA3HOU <«3aIlTUTHOW peakIuein»,
HaIpaBJIEHHOI Ha 60pHOY ¢ THEBHOW COHJIMBOCTBIO, KO-
TOpast B CBOIO OYepenb SIBJISICTCS Pe3yJbTaTOM Hapyle-
HUSI 1IEJIOCTHOCTU HOYHOTO cHa [35].

3aciykrBaeT BHUMaHUsI COYCTAHNE CUMITTOMOB CHH-
npoma JeduinTa BHUMAHUST U TUTIEPAKTUBHOCTH C pac-
CTPOMCTBAMM IIBIXaHUSI BO BpeMsT cHa y nmeteil. CriekTp
YKa3aHHBIX PACCTPOMCTB TOCTATOYHO IIMPOK W BKITFOYACT
B ce0s1, B YaCTHOCTH, TaKWe MATOJTOTMUECKIE COCTOSTHUSI,
KaK HOYHOM Xpall, CUHAPOM PE3UCTEHTHOCTH BEPXHUX
IBIXaTeIbHBIX ITyTei, TUMOBCHTWISILINIO, Pa3JIMIHbIC
BapUaHTHI aITHO3, MPEXIE BCETO CUHAPOM OOCTPYKTHB-
HOTO aftHO3 BO CHe [6]. BiausHue mocienHero Ha Heil-
POTIOBEZICHUECKHNE XapaKTCPUCTUKU JeTell M3yYeHO
MEHBIIIE, YeM y B3POCIIBIX, OMHAKO MMEIOIITUECs TaHHbBIE
CBUJICTEIBCTBYIOT O TOM, UTO Y JIeTeil, KaK M Y B3POCIIBIX,
HaOMONA0TCA  TPWHIIMITAATBHO Te K€  acCOILMAIINH,
a IMEHHO: HapylleHWe BHUMAaHUsS, CHIDKCHHUE TaMsI-
TH, YXyAIICHWE WCITOJTHUTEIBHBIX (DYHKIIWH, YCUICHUE
CyOBEKTUBHOTO OUIYIIEHUS COHJMBOCTU U YXyIILIECHHE
HacTpoeHUs. [lpuMmedaTenbHO, 4YTO yXKe Vy IeTeil Tep-
BOTO TOfa XM3HM yKa3aHWs POIUTENICH Ha BOZMOXHBIE
HapyIIeHUs] IbIXaHUS BO CHE COYETAINCH C OOJIBIITUM
HETaTUBM3MOM U TOBBIIIICHHON pa3apaXkKMTEITbHOCTHIO
pebenka [47]. Pomutenu dvacto oOpalllaloT BHUMaHME
Ha TIOBBIIIICHHYIO YacCTOTY 3KCTePHAIM30BAHHBIX (BopM
HapyIIEHHOTO ITOBENEHUsI, BYaCTHOCTH WMITYJIbCHB-
HOCTb, CHIKCHUE BHUMAHUS, TUTICPAKTUBHOCTD M arpec-
CHUBHOCTB, Y TeX NIeTeil, KOTOPbIe UMEIOT TOKYMEHTHUPO-
BaHHBII CHHIPOM OOCTPYKTHBHOTO aITHOD BO CHE W MHBIE
BapuaHTBl PacCTPOMCTBA JBIXaHUS BO BPEMsI CHA, B TOM
yucie xpan [33]. V mereit, crpagaroimmnx HOYHBIM Xpa-
ITOM ¥ CHHIPOMOM OOCTPYKTMBHOTO aITHO® BO CHE, BBI-
BSUTCHO HapyIIeHUE CITOCOOHOCTH K BBITIOJTHEHUIO 33134,
YBEeJIMYECHNE BPEMEHU peaKIMU, CHIDKCHUE BHUMAaHUS,
HapyllIeHNe WCIOJHUTEBHBIX (GYHKIWA, YXYIIIeHUE
MOTOPHBIX HAaBBIKOB, B IIEJIOM CHIDKEHUE ITOKa3aTeseit
LIKOJIbHOM ycrieBaeMocTH [48].

K gucity mpounx HapymieHU, BBISIBISICMBIX Ha (hoHe
paccTpoifcTBa IbIXaHWSI BO BpeMsSI CHa, MOXHO OTHECTHU
BCHBUIBYMBOCTh U arpeccuBHOCTb [49]. TloBblllieHHas
ITHEBHAsl COHJIMBOCTh Ha (hOHE PacCTPOMCTBA JBIXaHUS
BO BpeMsI CHa U CBSI3aHHOU € 9TUM (DparMeHTaIueit cHa
y IeTeil KIMHWYCCKU TIPOSIBISICTCS] HE CTOJb OTYETIIM-
BO, KaKy B3pOCHbIX. TeM He MeHee, OHa WUMeEeT MecCTo,
YTO TIOATBEPXKAAETCSI TaHHBIMA MHOXECTBCHHOTO TeCTa
JIATCHTHOCTHU CHA: TIPU3HAKU ITOBBIIIIEHHOW COHJINBOCTH
B THEBHOE BpPEMST BBISIBSUTMCH B XOlIe TAaKUX HMCCIIeIOBa-
Huily 13—40% nmeteii ¢ pacCTpoiicTBa IbIXaHUST BO BPeMsI
cHa [50]. OTrMmeuaercst CylIECTBEHHOE YJy4llleHUe Hei-
POTICUXOJIOTMUECKUX TIOKa3aTesieil y meTeid, TpoJIedeH-
HBIX T10 TIOBOMY YKa3aHHOTO CHHIPOMA WJIM ITO ITOBOIY
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PACCTPOIICTB MBIXaHWSI BO BPEMsI CHA, UTO MPOSIBISIIIOCH
VAYYIICHUEM XapaKTePUCTUK TIOBEICHUS, TTOBBIIICHUEM
ycneBaemocTu [39]. B psine mcciienoBaHuii TpoOBOAMIOCH
u3yyeHue oOpaTHOW accollMaliu, a UMEHHO: 4acTOThbI
paccTpoiicTBa JbIXaHWsI BO BpeMsl CHa Yy JIeTeil ¢ ycra-
HOBJICHHBIMM HapyIICHUSIMU TTOBEICHUS U TIPOOIeMaMu
B 00yyeHuu. [lokazaHo, 4TOy OTCTAlOIIMX B OOYYEHUU
ITKOJTbHUKOB B 19% ciydaeB BBISIBIISTIOTCST BBIPasKEHHBIE
MPU3HAKMA PACCTPOMCTBA NbIXaHUSI BO BpeMsi cHa [51].
BrIcokast 4yacToTa CUMIITOMOB CHHIPOMa OOCTPYKTUBHO-
TO aIlTHO3 BO CHE W PacCTPOMCTB IBIXaHUS BO BpeMs CHa
oTMeYaJiach M y IeTeil, KOTOPBIM CTaBWJICS TUATHO3 CUH-
IpoMa neUuInTa BHUMaHWS U THIepakTuBHOCTH. OTMe-
yaeTcsi, 4To 10 25% nereil ¢ CUMIITOMaTUKOM CHHAPOMaA
neduTa BHUMaHUS 1 TUTIEPAKTUBHOCTH UMEIOT B Ka-
YeCTBE TEPBONPUIMHBI TAKUX PACCTPOICTB TMOBEICHUS
MMEHHO PacCTPOICTBA ABIXaHUsI BO BPEMsI CHa, B TOM UH-
cJie MPUBBIYHBIN Xpar [52].

Bo3MoXXHBIC TPUYMHBI aCCOLMAIIMKM  PACCTPOUCTB
IBIXaHWST BO BpEeMsI CHa W CMHApPOMa NehUIINTa BHUMA-
HUS ¥ TUTIEPaKTUBHOCTH MHOT000pa3HbI. [Ipexkne Bcero
TIPU PAaCCTPOMCTBAX IBIXaHUSI BO BPEMSI CHa HMMeEET Me-
CTO HapyllleHHue LIeJJOCTHOCTU CHa BCJIEICTBUE peakluii
npoOyxaeHust, GopMUpyloluxcsi Ha (hoHe PacCTPONCTB
neixanus [6]. [TaroreHeTMYECKOE 3HAUCHUE MOXKET UMETh
U XpOHWYECKasT WHTCPMUTTUPYIONIAsT TUITOKCHS, BO3-
HMKaloIasi BCJICACTBME HapyIIeHWN IbIxaHus. Takast
TMIIOKCHUST COTIPOBOXIAETCSI OKCHIATHBHBIM CTPECCOM,
MOBbILIEHUEM colepx)aHus 3akucu azota (NO) 1 ypoBHs
IIMTOKWHOB, KOTOPBIC YCWJIMBAIOT BOCITATMTEIBHYIO pe-
akuuto. [1TogoOHbIe MaTodr3noIoTuUecKre U3MEHEHMS
CIMOCOOCTBYIOT r'Oe M HEPOHOB B KOPE FOJIOBHOTO MO3-
ra v runrmnokamriie [53], 4to, B CBOIO 04Yepeib, MPOBOLUPY-
eT HapyllIeHHWe psiaa BBICIINX (YHKIIWA, TAKUX KaK ITOJI-
JlepXKaHUe COCTOSIHUSI OOAPCTBOBAaHUSI, CIOCOOHOCTD
K MMEPEKITIOYCHUI0O BHUMAHUSI TIPY BHITIOTHEHUW 3aj1a-
HUH, obecrieueHue paboyeil maMsiT, T.€. TeX, KOTOpbIe
HapyIlIeHB! Y MAllMEHTOB C CHHAPOMOM NehUIINTa BHU-
MaHWS ¥ TUTICPAKTUBHOCTHU. Y TIOAPOCTKOB, CTPAAIOIITIX
paccTpoificTBaMU TbIXaHUST BO BpeMsl CHa 1, KaK CJENCT-
BHE, UMCIONINX HAPYIICHUS IIEJIOCTHOCTU CHA, BBISBIISI-
JIOCH TIOBBIIIICHUE YPOBHSI psila MapKepOB BOCITAJICHWUS,
ByacTtHocTu C-peakTUBHOro 0Oejika, 4TO paccMaTpuBa-
eTCsl KaK HeOJIarompusITHBIN TTPOTHOCTUYECKUI TTPU3HAK
MOCAeAYIOIUX HEUPOKOTHUTUBHBIX HapyuieHuit |[54].
Heitpobroxumudeckue MCClIeNOBaHUs BBISBIIIN TTOBpPE-
XIIeHWEe HePOHOB B OOJIACTHU TMIITIIOKaMIIa U (DPOHTATTb-
HOI KOpPBI Y NeTel ¢ CHHIPOMOM OOCTPYKTUBHOTO alTHO3
BO CHE, 3TO COYETAJIOCHh CO CHWXEHUEM IoKazaTesiei
IQ u HapylmieHMsIMU MCTIIOJIHUTENbHBIX (GYHKLIMA [55].
Ha ¢oHne necatypaumu, compoBoxaamoolleid paccTpoii-
CTBa IBIXaHWSI BO BpeMs CHa U gocturatomieit 3—4%,
HabsoaeTcsi cCHUXXeHUe mnokaszatesiein 1Q, HapylieHust
BHUMAHUS W ITAMSATU Y IEeTeil, HE3aBUCUMO OT CTCTICHU
0OCTPYKIINN BEPXHUX MBIXaTCJIBHBIX MyTe U COMYTCTBY-
IOIIMX UM peakuuii mpoOyxneHusi. BaxxHoit oco6eHHO-

CTBIO CITY>KUT BBISIBJICHUE 3aBUCUMOCTH T10 TUITY «I03a—
addexkT» MeXIy CTEeIeHbI0 HOYHOUN TUITOKCHM Y JAeTeit
C CHHIPOMOM OOCTPYKTHBHOTO alTHO? BO CHE U YPOBHEM
HEMPOKOTHUTHUBHBIX HapymeHuid [56]. Ilokasareib-
HO, 9TO IPY HAJIMIMU CUMIITOMOB CUHApPOMA HeUIInTa
BHUMAaHUS ¥ TUTICPAKTUBHOCTH Y IeTEW ¢ HAPYIIEHUSIMU
IBIXaHWS BO BPEMSI CHa YJIyYIlIeHWe HEMPOKOTHUTUBHBIX
XapaKTepUCTUK ITOCTUTAJIOCh, TIPEXIe BCero, Ha hoHe
JICYCHUSI PACCTPOMCTB NBIXaHUS W B MCHBIIIEH CTETICHU
3aBHUCEJIO OT Ha3HAYCHUS IICMXOCTUMYJIUPYIOIINX TTperta-
paToB, TPATUIIMOHHO WCIIOIb3YeMBIX IS JICYSHUS] CUH-
npoma eduliuTa BHUMAHUS U TUIIEpAaKTUBHOCTH [57].

3aciykuBaeT BHUMaHWSI COYCTaHWEC CHUMIITOMOB
cHHIpoMa aeduIMTa BHUMAHUS W TMIIEPAKTUBHOCTH
C CHHIPOMOM OECITOKOWHBIX HOT W CHHIPOMOM TIepHU-
OIIMYECKUX IBVDKEHUM KOHEUHOCTSIMHU. DTU CHHIPOMBI
OTHOCATCS K KaTeTOPUU ITapaCOMHUIT W MMEIOT MHOTO
CcXOIMHBIX YepT. OCHOBHOE TIPOSIBJICHIE CHHIPOMa OecTio-
KOWHBIX HOT — HETIPUSATHBIC MTapecTe3nn B Horax (ITalu-
€HTBI OIMCBIBAIOT UX KaK «IMCKOMMBOPT», «COAPOraHUsI»,
«MypalllKh», «PaCTATUBAHUS», «[TOAEPTUBAHUST», «[TOKA-
JIBIBAHUS», «3yI» U JIp.), BO3ZHUKAIOUIME OOBIYHO TeEpe.
CHOM WJIY BO BpeMsI CHA, YTO IIPUBOIMUT K HETIPEOIOJIN-
MOI HEOOXOIMMOCTH JBUTATh HOTaMu. OTIYIIEHUS JaIle
BCETo BO3HUKAIOT B HOTax (B CTOTE, TOJIEHU, 00J1aCTH KO-
JieHa, WHOT/Ia B Oellpe MJIU BO BCEl KOHEUYHOCTH), PEIKO
B pykax 1 Horax. OOBIYHO CUMIITOMBI BO3ZHHMKAIOT B 00e-
WX KOHEYHOCTSX, XOTSI M MOTYT ITpeo0JIafaTh Ha OTHOMN
cropoHe. CHHIPOM TIEpUOAMYCCKUX NBIKCHUN KOHEY-
HOCTSIMU XapaKTePU3YeTCsT STTU301aMU TIOBTOPSTFOIIIAXCS,
CTCPEOTUITHBIX IBIDKCHUN BO CHE. [IBIIKCHUS OOBIYHO
TIPOMCXOJISIT B HOTaX M COCTOSIT U3 pa3TUOAHUS OOJIBIIIOTO
Mmajblla B COYCTAHUM C YACTMYHBIM CTMOaHMEeM KOJIeHa,
a MHoTIa 1 Oenpa; B psNe CIyJ9acB BOBJIECKAIOTCS U PYKHU
[5]. Yame Bcero ykazaHHblE€ CUHIPOMbI TUArHOCTUPY-
JOTCST Y B3POCIIBIX TIAIIMEHTOB, OJHAKO UMEIOTCS TaHHBIE
0 JOCTaTOYHOW DPACIPOCTPAHEHHOCTU 3THX HapYIICHUI
W CpeIM NeTeil: CUHAPOM OeCITOKOMHBIX HOT HabTIomaeT-
¢S ¢ 9acToTol 10 2%, CUHAPOM TIEPUONMICCKUX TBUXKE-
HUI KOHeYyHOoCTsIMU — 10 10% [58].

Hepenko cuHIpOMBI GECTIOKOWHBIX HOT U IMEPUOIH -
YEeCKUX IBIKCHUN KOHEYHOCTSIMU HEBEPHO TPAKTYIOTCS
Kak «0oyii, CBSI3aHHBIE C pocTOM». Kak 1y B3pOCIBIX,
y IeTeil POSIBJICHUST CUHAPOMA OCCTIIOKOMHBIX HOT YCH-
JIUBAIOTCS Ha (DOHE CHIDKCHUS IBUTATCIBHON aKTHB-
Hoctu. KpaTKoBpeMeHHBIE, ITOBTOPHBIC COKpPAIICHUS
MBI HWXKHUX KOHEYHOCTEeH HAOTIOMAIOTCS TIPEeUMY-
1IECTBEHHO B 1-i1 1 2-#1 ctanusix ¢a3bl MEUIEHHOTO CHA.
Takue 31U301BI COMTPOBOXKIAIOTCS YaCTHIMU PEAKIIASIMHU
MPOOYXICHUST W MOJTHBIMKM ITPOOYXICHUSIMA peOcHKa,
YTO MPUBOIUT K DparMeHTaluu HOYHOTrOo cHa. Ppar-
MEHTHUPOBAHHBI HOYHOU COH MOXKET COITPOBOXKIATHCS
TTOBBIIIICHHOW THEBHOW COHJIMBOCTHI0. MoryT (hopMHUpo-
BaThCS M HEHPOITOBEIEHIECKIE TTOCIIEICTBUS CHHIPOMOB
OCCITOKOWHBIX HOT U TIEPUONUICCKUX IBIKCHUN KOHEY-
HOCTSIMU, 4TO B OOJIBITMHCTBE MCCJICIOBAHUI OTIMCHIBA-
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eTCsl KaK CUMIITOMAaTHKa CUHApOMa TeUIuTa BHUMAHUS
Y TUTIEPAaKTUBHOCTH. [lo MTaHHBIM HEKOTOPBIX HMCCIIECIO-
Bateneil, 64% nerteil, 0OCIEIOBAHHBIX IO IMTOBOMY CHH-
npoMa jaeduiMta BHUMaHWUS U TUTIEPAKTUBHOCTH, UME-
JIM KJIMHUYECKUE W TTOJIMCOMHOTpaduIecKue MpU3HaKN
CHHIPOMOB OECITOKOMHBIX HOT WJIHM ITePUOTNICCKIX
NBUKEHUIT KOoHeuHocTsaMu [58]. BelsiBaeHue cuHapoma
TTEPUOINYCCKUX MBIKCHUN KOHEYHOCTSIMU COYETAIOCh
C YKa3aHUSIMU POJUTENIel Ha COMpOTUBIEHUE pebeHKa
VKJIaIBIBAHWIO CTIaTh Y HOYHBIC MPoOyxkmeHus. O0mmm
3BCHOM TIaTOTeHe3a CHHApoMa nehulluTa BHUMAHUS
Y TUTIEPAKTUBHOCTH ¥ CUHIPOMOB OECITOKOWHBIX HOT
Y TICPUOIMICCKUX TBIDKCHUN KOHEYHOCTSIMU SIBIISICTCSI
nuchyHKIMS nepedpaibHbIX U nepudepuyeckux noda-
MUHepruyeckux cuctem. Kpome Toro, cnocodcTBoBaTh
BO3HUKHOBEHWMIO YKa3aHHBIX HapyIIeHUU MOTYT XeJe-
30[1e(ODULIUTHBIE COCTOSIHMSI, TTOCKOJIbKY KeJIe30 y4yacT-
ByeT B 0OOpa3oBaHWM THPO3WHTUIPOKCWIA3Bl — dep-
MEHTa, HeOOXOAMMOTro it cuHTe3a nodamuHa [59]. Tor
(axT, 9TO B TIaTOreHE3¢ CUHApPOMA OCCITOKOWHBIX HOT,
CHHIpOMa TIEPUOMUICCKUX NBIDKCHUN KOHEYHOCTSIMU
Y CUHApPOMa IedWINTa BHUMAHMS W TUIIEPAKTUBHOCTH
JIEXKNAT NeUIUT ToMaMUHEPTMUECKUX CHUCTEM, NeJIacT
BecbMa BEPOSITHBIM COUYETaHUME YKa3aHHBIX MaTOJIOTHIC-
CKUX COCTOSTHWI, UYTO MOATBEPXHaeTcsl (haKTHUECKIUMU
naHHbIMU. JIeyeHUe TakuXx neTeit aroHnucTamu godamMruHa
U rIpernapaTamu xeJje3a crocodCcTBOBAIO HE TOJbKO CHU-
>KEHUIO MPOSIBJIEHUI CUHAPOMA MEPUOAMYECKUX TBUXE-

HOeduumT cHa
(OenpUEALMA CHA,
| HapyWweHWe TMMMEHEl CHE,
COMPOTHENEHWE YENAORIEAHW)

[MoBLIWEHHAA |-

OBb30PbI JINTEPATYPbI

HUI KOHEYHOCTSIMU, HO M YMEHBIIIEHUIO BBIPaXKEHHOCTH
cuHApoMa JAedUIUTa BHUMAHUS W TUIIEPAKTUBHOCTH,
YCTOMYMBBIX K TPAAULIMOHHOMY IPUMEHEHUIO TICUXOCTH -
MYJIMPYIOIIMX MpernapaToB [58].

IIpennoxeHa Mozeab, 0OOCHOBBIBAIOIIASI KOMILIEKC-
HbIE CBSI3M PACCTPOICTB CHA M HEHPOTIOBEIEHUECKUX/IMO-
LIMOHAJILHBIX HapyIleHuit y neteii [60] (CM. pUCYHOK).

Takum obGpa3oMm, Jaxe yMepeHHOe YiydllleHhe Ka-
YyecTBa CHa M HOPMaJIM3allUsl €ro MpoIOKUTEIbHOCTU
MOTYT OKa3aTh CYIIIECTBEHHOE BIMSIHUE Ha HEMPOMoBe-
NEHYECKHME U SMOILIMOHAbHbIE XapaKTePUCTUKU peOeH-
ka. CienoBaTeibHO, 110001 peOeHOK, oOpallaloIIuics
3a MEIUIIMHCKON U MCUXOJIOTUYECKON KOHCYIbTallU-
eil 1o MoBOAYy HapyILICHMST YCIIeBaeMOCTH, CHUXKEHMUSI
BHUMAaHWS, HaApYLIEHWSI TOBEIEHUS | SMOLMOHATIb-
HBIX PacCTPOMCTB, MOJXKEH TIIATEJIbHO O00CIIeI0BATHCS
Ha TpeMeT HaJW4YMsl COMYTCTBYIOIIMX HAPYILIEHUI CHA.
Takast nHpopManus 10JKHA COOMpPAThCSl aKTUBHO, MO-
CKOJIBKY POAMTEIN W IETU MOTYT HE MpujaBaTh 3HAYC-
Hus 3TuM (akram. [1Ipu 3TOM HEOOXOAWMO BBISIBISITh
MPHW3HAKW TaKWX HapYLIEHWI, KaK COIMPOTUBIIEHUE pe-
OeHKa YyKJIaIblBAHUIO CIaTh M 3aro3aHue HacCTYIUIe-
HUSI CHA, YacTble W/WIW MPOJOKUTEbHbBIE 3MU30/1bI
HOYHBIX OOIPCTBOBAHUM, PETYISIPHOCTh HACTYIJICHUS
CHa, o01Iast MPOAOJIKUTEILHOCTh CHA, HaJlMUMe Xparia
W /WJIM WHBIX BADUAHTOB HAPYIIEHUI IbIXaHUST BO BPEMSI
CHa, HOYHBIE CTPaxy M KOIIMAaphbl, MOBBIIICHHAS THEB-
Hasi COHJIUBOCTb.

PparMeHTUpoBaHHEIN CoH
(PLC, CEHICMOK)

A

Helpodanonorndeckne
HapyWeEHWA

AHEEHAA COHNWEOCTE

(MpedpoHTanEHaA Kopa,
NUMBWUYECEAA CMCTEME,
IHOOKPMHHAA CUCTEME)

HapyweHWA NoEEOEHWA
(3KCTEPHANWZ0BAHHEIE W
WHTEHANM30EAHHEIE
CHMNTOMEI)

Pucynok. Monenn cBs3u paccTpoiicTB CHA 1 HApYIIEHMii oBeaenus y aereii (o [60] ¢ MomuduKkammsm).
P1C — paccrpoiicTBa nbixaHust Bo BpeMsi cHa; CBH — cunmpom 6ecriokoitHbix Hor; CITAK — cuHApOM NepruoandecKmnX IBUKEHUI

KOHCYHOCTAMMU.
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OPUINHAJIbHbBIE CTATbU HACJIE4ACTBEHHbIE BOJIE3SHU

HMedunur auuia-Ko3H3uM A 1eruporeHasbl XKUPHbIX KMCJIOT ¢ 0Y€Hb JJIMHHOM YIIepoHOoi
Henblo

A.B. Jleemsapesa, U.B. Huxumuna, U.B. Opaoeckas, E.[O. 3axaposa, I.B. baiidakosa, O.B. Honos,
M. 10. Amupxanosa, A.B. Jlesaonas

Hay4yHbIn LEHTP akyLLlepCcTBa, MMHEKONOrNK 1 nepuHaTonorum um. B.N. Kynakosa; Meanko-reHeTUYeCKnii Hay4Hbl LLEHTP
PAMH, Mockea

Very long-chain acyl-coenzyme A dehydrogenase deficiency

A.V. Degtyareva, 1.V. Nikitina, 1.V. Orlovskaya, E.Yu. Zakharova, G.V. Baidakova, O.V. lonov,
D.Yu. Amirkhanova, A.V. Levadnaya

V.1. Kulakov Research Center of Obstetrics, Gynecology, and Perinatology, Moscow; Medical Genetics Research Center,
Moscow

IIpeacraBieno KIMHUYECKOE HAOMIONEHNE PEOEHKA C TKeOi MiIafeHIecKoil hopMOoil PeIKoro HACJIEACTBEHHOTO 3200 IeBAHMS:
Jedunura anuiI-K03H3UM A lernaporeHasbl AKUPHbIX KHCJIOT ¢ 0YeHb JUIMHHOI yriepoaHoii nenbto. B ocHoBe 3a00/1eBaHusA J1eKUT
HapylIeHHe NPoLecca MATOXOHIPUAIBHOTO (3-OKUCJIEHNUS JTNHHOIENIOYEYHbIX KUPHBIX KUCJIOT. B pe3ynsrare HAKOIUIEHHs] alui-
KoA-npou3BoIHBIX JKUPHBIX KMCJIOT MPOMCXOAUT TOKCHYECKOE BO3/IeiiCTBHE HA CepAeYHYI0 MBIIIILLY M IPOBOJSILYIO CHCTEMY Cepaua,
nevyeHb, CKeJETHbIE MbIIILBI M Pyrue opraHbl. XapakTepHO pa3BUTHE TMIONIUKeMuu. Jleyenne B 0CTPOM mepuosie 3aK/II0YAETCS
B HEMeJIEHHOM NPEKPaIleHWH MOCTYIUIEHHS JJIMHHOLENOYeYHbIX TPUIINIEPUIOB, o0ecTieYeHNH OPraHu3Ma CpeIHeNenoyeyHbIMH
TPUNTMIEPUIAMH ¥ KOPPEKLMH IIMKeMun. B Hamem HaOmoaeHun pedeHOK POIUJICS B CPOK B YIOBJIETBOPUTEILHOM COCTOSIHUM B Ce-
Mb€ C OTATOLIEHHbIM aHAMHe30M (TepBblii pe0eHOK BHE3amHO yMep B Bo3pacte 3,5 mec). 3adoieBanne MaHu(eCTHPOBAJIO B BO3-
pacte 2 CyT XKU3HH OpauapuTMHeii H OCTaHOBKOIi cepaua. Kinunnyeckuii CHMITOMOKOMILIEKC TAKxKe BKJIIOYAJ renaToMerajuio,
3MMU30/bl TUNONTMKEMHH, JAKTAT-al|l103, NOBbIIeHHe YPOBHsI (hepMEHTOB HMTOM3a M KpeaTHH(ochoKuHA3bl B KpoBH. luarios
ObLJI 321107103P€H HA OCHOBAHMH BbICOKOTO YPOBHSI AMIKADHATHHOB B KPoBH (npexne Beero C,, ) v OATBEPKIEH MOJIEKY.IPHO-Te-
HeTHyecKuM ucciienosanuemM. Ha dhone nocunipoMHoii repanuu u JiedeOHOro NMUTAHUS OTMEYAIOCH KYNMPOBAHHE NATOJIOTMYECKOr0
cocrosiHusi. K nByxieTnemy Bo3pacty ¢u3nyeckoe, MOTOPHOE M IICHXOpeYeBoe Pa3BHTHE PeDEHKA COOTBETCTBOBAIO BO3PACTY, XOTS
0TMeYaJIC NPABOCTOPOHHUIA reMUnape3 JIerkoii creneHu BbipaxkeHHOCTH. Takum 00pa3oMm, cBoeBpeMeHHOE Ha4aJ10 Tepanuy onpee-
JisieT 0JIaronpUsATHBII MPOTHO3 3200JIeBAHNS 1AKe B CIIyYae TSKeJbIX MJIAIEHIeCKNX (hopM.

Kuroueswie crosa: demu, nosoposcoennvle, mMumoxonopuansioe B-oxucienue, oeuuum ayui-KosH3uM A 0ecuopoeenasvl HCUPHbIX
KUCAOM C 04eHb OAUHHOU YeAePOOHOL enbio, apummul, AUUAKAPHUMUHbL, C60000HbLI KAPHUMUH, 1eYeHue, cpeOHeyenoeuHble mpi-
eauuepuobl.

The paper describes a case of a baby with a severe infant form of very long-chain acyl-coenzyme A dehydrogenase deficiency, a very
rare genetic disorder. The basis for the disease is a disorder of mitochondrial $-oxidation of long-chain fatty acids. Accumulation of
acyl-CoA-derived fatty acids causes a toxic effect on the myocardium and cardiac conduction system, liver, skeletal muscles, and
other organs. The development of hypoglycemia is typical. Treatment in the acute period involves the immediately ceased delivery of
long-chain triglycerides, the provision of the body with medium-chain triglycerides, and the correction of glycemia. In our observa-
tion the baby was born at term with a satisfactory condition in a family with a poor history (the first baby had suddenly died at the age
of 3,5 months). The disease manifested itself as bradyarrhythmia and cardiac arrest on day 2 of life. The clinical symptom complex
also included hepatomegalia, hypoglycemic episodes, lactate acidosis, and elevated blood levels of cytolytic enzymes and creatine
phosphokinase. The diagnosis was suspected on the basis of the high blood values of acylcarnitines (primarily C, ) and verified by
a molecular genetic examination. Syndrome therapy and dietotherapy resulted in the abolishment of the abnormality. At the age of
2 years of life, the infant’s physical, motor, mental, and speech development corresponded to his age although he had mild right-sided
hemiparesis. Thus, timely therapy determines the favorable prognosis of the disease even in its severe infant forms.

Key words: babies, neonatal infants, mitochondrial B-oxidation, very long-chain acyl-coenzyme A dehydrogenase deficiency, arrhyth-
mias, acylcarnitines, free carnitine, treatment, medium-chain triglycerides.
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eOUIUT aIMI-KO3H3UM A NeTUIPOTeHA3bl  KUP-

HBIX KHWCJIOT C OYEHb [JIMHHOW YIJIEPOAHOW 1lie-
neto (VLCAD — oranrin. very long-chain acyl-CoA
dehydrogenase) — ayTOCOMHO-pelieCCMBHOE 3a0oJieBa-
HME, B OCHOBE KOTOPOTO JICKWT HapyIIeHHWe Ipoliecca
OKWCJICHUST MUTOXOHAPUATBHBIX UTMHHOIICTIOYCUHBIX
SKUPHBIX KHCJIOT. YacToTra BCTpEYaeMOCTH B CpPETHEM
coctasisier 1:30 000 HoBopoxneHHbIX [1—3]. OmHako
B TIOCJICTHUE TOMBI ATOT ITOKAa3aTe/lb YBEIUIWIICS B CBSI-
3W C BKJIIIOYCHUEM NAHHOTO 3a00JICBaHUSI B HEOHATAJb-
HbIIi CKpUHUHT [4]. B HacTosiiee BpeMsi OMUCaHO 0KOJIO
400 cyvaes 6ose3Hu [5]. B Hatueit crpaHe nepBbiii 1ab0-
paTOpPHO TTOATBEPKICHHBIN CiTydail 3a00JIeBaHUsI OTTMCaH
B 2008 1. [6]. TeH, komupytonuit VLCAD, ObLT BriepBbIe
uaeHtTuguumrposan B 1995 . [7], no3xe Obula JOoKa3aHa
koppensiuus reHotuna c gpenorunom [8]. Ten ACADVL
KapTupoBaH Ha 17p.13.

[laToreHes maToJIOrMYECKUX U3MEHEHUI O0YCIIOBJICH
HapylIeHreM ITIpollecca paclleTUIeHUs KUPHBIX KUCIOT
ITyTeM [B-OKUCJICHWS] B MUTOXOHAPUATHHOM MAaTpPUKCE
1, KakK CJICICTBUE, BO3HUKHOBCHUEM NehUIINTAa KOHEU-
Horo nponykta — AT®. JITMHHOIIETTOYeYHAasT alliI-KO-
SH3UM A neruaporeHasa otHocuTcst K DA/l-3aBUCUMBIM
OKCHIOpENyKTa3aM, HaXOIWTCS Ha BHYTPEHHEU IMOBEpX-
HOCTM MUTOXOHAPUAIBHONW MEeMOpaHBI W KaTaTu3upyeT
OKMCJIEHUE alua-KOsH3UM A 110 2,3-aeruapoauni-KoA.
Heduuur VLCAD Beaer K HapyleHHUIO MNPOAYKIIMU
SHEPTUU W3 XKUPHBIX KUCIOT. DTOT IMyTh 0Opa3oBaHUS
SHEPTUHU 3a CYET BHICBOOOXKICHUS HIOTCHHBIX 3aIlacoB
JIMTIAIOB B OPTaHW3Me BKIIIOYAETCS TIPU YCWICHUH TIPO-
1leccoB KarabojiM3Mma: BO BpeMsl 00Je3HM, TOJOJaHUS,
uznyeckoit Harpysku, TPy XUPYPTUIECKOM BMellla-
TeJbCTBE U T. 1. [9].

B mepByto odepenb TopaxaloTcsl OpraHbl, KOTOpBIC
B Ka4eCTBE MCTOYHWKA SHEPTUU WMCIOJB3YIOT UTMHHO-
LICTTOYCYHBIC KUPHBIC KUCIOTHI: CepIlle, IMeYeHb W CKe-
snetHast Myckyiatypa [10]. B pesynabrare HaxkorieHus
annia- KoA-Tpon3BOMHBIX  KUPHBIX KHUCIOT € OYCHB
JUTWHHOM TICTIBIO TIPOUCXOIUT TOKCUISCKOE BO3ICIHCTBIE
Ha CepICYHYIO MBIIIILY W ITPOBOSIIYI0 CHCTEMY Cepiria
(bopMMpYIOTCST HapyIIEHHWs] CEpAeYHOTO pPUTMa, TH-
repTpoduyeckasi KapaIuoOMHUOIIaTHs), TIeYeHb (KUPOBast
WHOUIBTpALWsI, MaHJIO0YISIPHBINA CTeaTo3), CKEJCTHBIC
MBIIIIIBI (MBIIICYHAsT TUTIOTOHUSI, MUOTJIOOMHYPUSI, TT0-
BBHIIIIEHNE aKTUBHOCTU KpeaTWHKWHa3bl). Kpome ToroO,
OTMeYaeTcsT HapyllleHre oOMeHa KapHUTHHA (MCTOIICHUE
TKaHEBOTO M TUTA3MEHHOTO KapHUTHWHA C YBeJIMYCHUEM
KOHIICHTPAIIUW allMJIKAPHUTUHOB) W HapylIeHNe CUHTe-
3a KETOHOB B nevyeHu [11].

3abosieBaHUE XapaKTepU3yeTCsl Te€HETUYEeCKOW TreTre-
POTCHHOCTBIO W ITPOSIBIISICTCST TPEMSI OCHOBHBIMU KJTH-
Huyeckumu denorunamu [8, 9]: jgerkum ¢heHOTUIIOM
(Muonarnyeckast ¢dbopma), CpeaHeTsIKeJbIM (MeyeHou-
Hasl, WJIW TMIIOKETOTHYECKU-TUIIOTIIMKeMIdecKast hop-
Ma) U TSDKEJTBIM MJIalieHIeCKUM (heHOTHUIIOM (cepraeuHast
1 ojimopranHasi Gopmsl). Bo3pacT mosiBJIeHUsST CUMITTO-

OPUINHAJIbHbBIE CTATbU HACJIE4ACTBEHHbIE BOJIE3SHU

MOB U TSKECTh KIIMHUYECKUX MPOSIBICHUI pa3inyaloTcst
y MalMeHTOB B 3aBUCUMOCTH OT BapUaHTa TeUeHus 3a00-
sneBaHus [8].

VY naiueHToB ¢ JierkuM (peHoTUuIIoM (MUoIaTuyecKast
dopma) nepurut VLCAD moxer nporekarb Oeccrum-
MTOMHO U MPOSIBIISAATBCSI TOJBKO B CIydae OUYEHb TSKEJbIX
KaTabOJMYECKUX HapYUIEHUH U CEpbe3HbIX MHTEPKYpP-
peHTHBIX 3a0ojieBanuii [9]. KnuHuuecku otmevaercs Mu-
aJIrust, MblllIeYHast ¢1abocTh U Muoriaoounypwusi 1, 12, 13].

OCHOBHBIMU KJIIMHMUYECKUMM CHUMIITOMaMU Y AeTeit
CO CpeIHEeTSKebIM (heHOTUITOM (TIeYeHOYHAs, WJIU TU-
MOKETOTUYECKU-TUTIOTJIMKEMUYecKasi hopma) sBIISIIOTCS
TUIOTJIMKEMUSI, MOPAXEHUE MEYEHU U CKEJIETHON MYCKY-
satypbl. Toraa Kak HapyleHus cepJeuHOro putMa 1 Kap-
JNIMOMUOIIATUsI OTMevatoTes penko [1, 14].

Haubonee pacnipoctpaHeHHO opmoii 3a001eBaHUS
SIBJISIETCS] TSDKEJbIA MJIaleHUeCKuii (heHOTUI (cepaeuHast
U rovopraHHas ¢Gopmbl) € paHHedl MaHudbecTauuei
U BbIcOKOI cmepTHOCThIO [15]. TIpu atux dopmax otme-
yaeTcsl MOYTH HyJieBasi (hepMEeHTaTMBHAasl aKTUBHOCTD,
a KIIMHUYECKU MPEeBAIMPYET MOpaXeHue cepila B BUIE
TSDKEJIBIX HapylIeHUN pUTMa W/Wd BbIpakeHHOM Kap-
nuomuornatuu [§]. XapakTepHO TakKe MOSIBJICHUE PBOTHI,
JeruapaTaiuy, rernatoMeraainuy, MOBbIIIEHUsT TToKa3aTe-
Jieii IeYeHOYHbIX P00, MUAITUM, IJIEBPATIBHOTO U MepU-
KapIuajabHOro BeinoTa. PazpuBaercs rurnepaMMOHUEMUST
1 HEKETOTUYECKasl TMIOTIMKEMUsI, MeTaboJInYecKuii
aluno3, TUInepypukeMusi, MUoraoouHypusi. OTMevaror-
Csl CyIOpOTM Y NMPU3HAKU YTHETEHUsI CO3HAHMS BIUIOTh
IO coropa U KOMbI, UTO OOYCJIOBJIEHO COYETAHUEM TUIIO-
MIMKEMUM U TUiepaMMoHueMun [1].

JlvarHo3 ycTaHaBIMBaeTCs Ha OCHOBaHUM OOHapy-
JKEHUSI TOBBIIIEHHOTO YPOBHS psila allMJIKapHUTUHOB
1 HU3KOTO YPOBHSI CBOOOTHOTO KapHUTHHA B KPOBH [16]
U TTOATBEPXKIAETCSI MOJIEKYJISIPHO-TEHETUYECKUM HCCie-
nosanveM. Haubosiee xapakTepHbIM SIBJISIETCSI TTOBBIIIIE-
HUE YPOBHsI TLIa3MEHHBIX auuikapHutuHos C, ., C,,
Cioo Cists Cisrr Cisor Cias Cigpr CPEMM KOTOPBIX MPEO-
6nanaer C . JlaHHbIe TIOKa3aTeM UCCIEAYIOTCS B IIAT-
HaX KpPOBM METOJIOM TaHIEMHOI Macc-CIEeKTPOMETPUM.
B Hactosiniee Bpemsi BO MHOTMX CTpaHaXx MPOBOAUTCS
MAacCOBbIli CKPUHMHI Ha JaHHOEe 3abosieBaHue, YTO IMO-
3BOJISIET BBISIBJISITH OECCUMIITOMHBIE Cyyau Y HOBOPO-
KaeHHbIX neteit [9]. JlonoJHUTeIbHOE TUarHOCTUIYeCKOe
3HAYeHWE MOTYT UMETb Pe3yJbTaThl MOP(OJOTUYECKOTO
HCCIeIOBAHUSI MbIUIL, MPU KOTOPOM MPOCIEXKUBAIOTCS
HEKpPOTUYECKHE OYard U pereHepaTUuBHbIE W3MEHEHWUSI,
OoTpaxalollye NpoTeKaroliue Mpouecchl pabaoMKUoun3a.
[Tpu rucTosornyeckoM rcciaenoBaHuu OMonTara neyeHu
MOTIYT OTMeYaThcsl HecrienpruiecKkrue U3MEeHEHUs B BUJIE
cTeaTo3a renaToluTOB.

JleyeHue 3axitoyaercs B HEMENJEHHOM Mpekpalie-
HUM TOCTYIJICHUSI JUTMHHOLIETIOUEYHBIX TPUTIIMLIEPUIOB
1 00ecreyeHU OpraHu3Ma CpeIHelenoYeYHbIMU TPU-
rmuepugamu [10, 17, 18]. OOmme nqueTudyeckue peko-
MEHIIALIMK 3aKJTI0YAI0TCS B YACTOM KOPMJIEHUU pebeHKa,
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Jleemapesa A.B. u coasm. [IeunuT aumii-KosH3UM A IETHIPOTeHA3bI XUPHBIX KUCIIOT C 04eHb JUTMHHOM YTJIEPOITHON LETHIO

HaIpaBJIEHHOM Ha HEIOIyIeHWEe UITUTEIIEHOTO TOJIo/Ia-
HWS, TIPU KOTOPOM aKTUBHUPYETCST JIUTIOTH3.

CoriacHO KOHCEHCYCY, MPUHSITOMY paboueit Tpymnoi
no neuyeHuto aedumura VLCAD (2009 ), B mepuoa HO-
BOPOXICHHOCTH PEKOMEHIYEeMBIN ITPOMEXKYTOK MEXKIY
KOPMJICHMSIMU JTHEM COCTaBIISIET 3 U, TIOCTIE MECSTYHOTO
Bo3pacTa 1 10 7 jieT — 4 4. PekoMeH1yeMble HOUHBIE TTPO-
MEXKYTKU MEXIYy KOPMJICHUSIMH B TICPUOI HOBOPOXKICH-
HOCTH — 3 4, B TIEPBOM TIOJIyTOIUY XU3HU — 4 4, BO BTO-
poM Troyromu — 6 9, B Bo3pacTe OT | roga W crapiie
— 10 4. Heo06Xx011MMO MOMHUTB O TOM, YTO NMPU (U3NIe-
CKUX Harpyskax, MeTabOoJIMUeCKHUX CTpeccax, MHTePKYp-
PEHTHBIX 3a00JICBAHUSIX TIPOMEXKYTKH MEXKIY ITprueMaMu
MMAIIA TOJDKHBI OBITH Kopode. [1pu ycIioBUM yIOBIIETBO-
PUTETLHOTO TIUTaHUS peOeHKA OITYCKAETCsT YBETMUCHIE
HOYHOTO TTPOMEXYTKa 10 6 9 yXe C 3-MEeCSIYHOTO BO3-
pacTa 1 o 8 U ¢ Bo3pacta 6 Mec KM3HM IT0Il KOHTPOJIEM
YPOBHSI caxapa B KpoBH [9].

JveTnyeckre peKOMEHIOAIIMU Pa3TUJaloTCsl B 3aBH-
CHMOCTH OT TUIIa TeYeHMs 3aboeBanus. [1pu KimHIYe-
cku BbipaxxeHHoM nedunure VLCAD npoTtuBorokazaHo
KOPMJICHWE TPYAbIO WU CTAHAAPTHBIMU ITMTATSIEHBIMU
CMECSIMHA, BO3MOXHO IPUMEHEHHE TOJBKO CIeIralv-
3UPOBAaHHBIX JIEYCOHBIX CMECeil C HU3KUM CONEepPKaHUEM
KUPOB:

Monogen (npousBoactso Nutricia, SHS); 90 % xupos
TIPEICTABJICHBl CPEMTHEICTTOYCYHBIMI TPUTTUIICPUIAMUI
(1,89 r Ha 100 M1 cmMecH), conepkaHue TJTMHHOLIETIOYeU -
HbIX TpurauepunoB — 0,21 r/100 mu;

cmech Basic-f (Milupa); comepkaHue cpemHeleno-
YEYHBIX TpUrMuepuaoB — 2 r/100 mi, JyIMHHOLEOYeY -
HBIX TpuranepuaoB — 0,06 t/100 Mot

Tpebyercst mobGaBlieHNe HE3aMEHMMBIX XUPHBIX KHUC-
g0t (3,5 r/cyr). [locne 4 mec XU3HM MTOKa3aHO BBEJICHUE
MIPUKOpMa, TIPY 3TOM PEKOMEHIOBAaHO OIpaHUICHUE TI0-
CTYTUICHUSI IJTAHHOIIETIOUSYHBIX JKMPHBIX KUCIIOT 10 25—
30% ot obmiero KonmdecTBa 3Heprum, 20% Kamopuii-
HOCTH JIOJDKHO OOECITeUMBATHCS CPEIHEICTIOYeIHBIMUI
TpunmMIepunamMu, 3—4% — He3aMEHUMBIMU XUPHBIMU
kucioramu [9, 19].

CornacHoO peKOMEHIAIUsIM, TIPUHSTBIM OOIIeCT-
BOM HyTpuimosioroB Iepmanuu, Asctpuu u LlBeitna-
puu [20], B IOLIKOJIBLHOM BO3pacTe MOTpedseHrue IJIUH-
HOLICTIOUCYHBIX TPUTIUIEPUIOB IMAIIMCHTAMU JTOJKHO
cocTaBATh He 6ojiee 40—45% OT 00IIero KOJIM4ecT-
Ba dHepruu, a B Oosiee crapireM Bo3dpacte — 30—35%.
[Ipu Takoif nueTe HEOOXOMWMO MOTIOJTHUTEIBHOE TI0-
CTYIUICHWE HE3aMEHUMBIX XMPHBIX KUCJIOT, B TOM YHCIIe
anbda-JIMHOJEHOBOI (omera-3) M ramMMa-JMHOJICHOBOM
(omera-6), KOTOpbIe B ONITUMATHFHOM COOTHOIIICHUH CO-
nepkaTtcss B OPEXOBOM, COEBOM M IMIIICHUYHOM Macjax
1 PEKOMEHI0BaHbI B KOJWYecTBe 3,5 r/cyT A0 4-mecsiu-
HOTO BO3pacTa, 5 T/CyT 0 rofa Xu3Hu, 6 T/cyT 1o 4 net
u 10 r/cyT nocne 4 ser.

Hdetn  c OECCUMNTOMHBIM — TeUeHUEM  Jeduimra
VLCAD, T.€. mnpu BblsIBIEHUM 3a00J€BAHUSI B paMmKax

HEOHATaJIbHOTO CKPUHWHIa WU IUaTHOCTHKE B OoJjice
CTaplleM BO3pacTe HYXAAIOTCS B OCOOBIX PEKOMEHIAlu-
SIX Ha cliyJaii MaHudecTauuy 3a00eBaHUsT TIPH TSKEJIOM
cTpecce UM KaTaboauueckux cutyauusix. B kauecte 6a-
30BOTO MUTAHKS B PAHHEM BO3pacTe, 10 4 MeC XXU3HU BO3-
MOXHO KOpMJICHUE TPYIbIO MJIM CTAHAAPTHOW MUTATEIb-
HOM CMECBIO B COYETAaHUU C JIEYEOHOIN CMECHIO C HU3KUM
cozepkaHueM XupoB B cootHoieHuu 1:1. Tlocne mocTu-
SKeHUsT Bo3pacta 4 MeC BO3MOXHO BBeIeHUE MPUKOpPMA,
MPpY 3TOM TTOTPeOJIeHNE XKUPOB JOJKHO OBITH OrpaHUYe-
Ho 10 30—40% Bceit kanmopuitHoctH, a 10—15% sHeprumn
JIOJDKHBI TIOCTYTATh OT CPEIHELEITOUCYHBIX TPUTITHIIEPU-
1oB [9]. B ycnoBusix katabonmnsma ¢ 1eJiblo TpopUIaKTh-
KU W JIeYeHUsl TMIOIIMKEMUU 1ieJiecoo0pa3Ho oboraiiie-
HUE TIMTaHUS TJIIOKO3HBIMU TTOJIMMEPaMU 1 KYKYpPY3HBIM
KpaxmajioM. JlOoTMOJHUTENbHOE BBEACHME MUHEPATbHBIX
BEIIIECTB WJIM BUTAMIHOB ITOKA3aHO TOJIBKO B CJTyJae He-
JOCTaTOYHOTO TIMTAHUS WJIM JJAOOPATOPHO TOKa3aHHOTO
CHIDKEHMSI KOHLIEHTPALIMKM XKUPOPACTBOPUMBIX BUTaAMU-
HOB WJIM MUHEPAJIbHBIX BEIIECTB B KPOBHU [9)].

Bormpoc o gononaHuTeIbHON HoTanuy L-KapHUTHHA
JIO CUX TIOp OCTAaeTCsl OTKPBITHIM B CBSI3W C OTCYTCTBHEM
YETKUX JaHHBIX 00 3((HEeKTUBHOCTU JAHHOTO JICYCHMSI.
Kpome Toro, mokaszaHo, 4TO Npu Ha3HaueHUU L-kap-
HUTWUHA, YYACTBYIOLIETO B MEMOpAaHHOM TpaHCIIOPTe
SKUPHBIX KHUCIIOT B MUTOXOHAPWUM, MOXKET YCUIMBATHCS
00pa3oBaHWe TOKCUYHBIX MPOMEXYTOYHBIX TMPOIYKTOB
X CUHTe3a. B cBsI3M ¢ 3T Ha3HavyeHWe L-KapHUTHMHA
OIpaBIaHO TOJBKO B ClIydae BBIPAKEHHOTO CHIDKEHUS
YPOBHSI CBOOOIHOTO KapHUTUHA B KpoBu [21, 22].

ITpu neyeHUM HEOOXOTMMO MOHUTOPUPOBATH YPOBEHb
[JIIOKO3bl, KpeaTWHKMWHA3bl, TpaHCaMMHa3, CBOOOIHO-
ro KapHUTUHA W allJIKADHUTHHOB B KPOBU, MPOBOAUTH
9X0-, JIEKTpoKapauorpaduio, a Takke KOHTPOJUPOBATh
pa3Mephl U CTPYKTYPY TedeH!. DPGHEKTUBHOCTD JICUSHUST
OLIEHMBAETCSI Ha OCHOBAHUU WMCYE3HOBEHUS WJIM YMEHb-
IIEHUST KJIMHUYECKON CUMNTOMATUKHM, a TAKXKe IO HOp-
MaJiu3allii YPOBHSI KpeaTMHKMHA3bl M TpaHCaAMUHA3,
CHUKEHUIO TIPOAYKUWH JJIMHHOLEITOYEYHBIX alluIKap-
HUTUHOB.

ITpu cBoeBpeMEeHHOM Hauaje JIeYeHHMSI TIPOTHO3,
Kak MpaBWJIO, OJaronpusaTHbIi. OQHAKO paHHSAS MaHU-
decTanus pu TSLKEIBIX (hopMax U BapuabeIbHOCTD KU~
HUYECKOM KapTWHBI 3aTPYIHSIOT PAHHIOK OTUArHOCTUKY
1 00YCJIOBJIMBAIOT BBICOKYIO CMEPTHOCTb. B HacTosiiiee
BpeMsT KaTaMHECTHYeCKOe HaOJIOIEeHNE 3a 0OJbHBIMU
netbMu orpanuurBaercs S—10 ronamu. [1pu HeanekBat-
HOM JIEYEHUHM MOTYT Pa3BUBAThCS TSIKEJbIE MOPAXKEHUS
LIHC, cepnua u neyenu [9].

B xauecTBe WUTIOCTpaLlMM MPWBOAUM COOCTBEHHOE
HabJo1eHue.

PebGeHok ponuicss oT coMaTUYeCKu 3J0POBOM XKeH-
IIAHBL 26 JIeT, OT 2-ii GepeMEeHHOCTH, TMPOTEKaBILEH
¢ yrpo3oii npepsiBaHust Bo II Tpumectpe, or 2-X ponoB
B cpok. [lepBasi 6epeMeHHOCTb 5 JIeT Ha3aj] 3aKOHYMIACh
polaMU B CPOK, PONMJIACH 310pOBasi N€BOYKA, KOTOpas
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B Bo3pacTe 3,5 Mec CKOPOTIOCTUKHO yMepIia.

CoctossHUe TIpoOaHma TP POKICHUU YIOBJICTBO-
puTesibHOE, OlieHKa Mo mkajae Anrap 8/9 6amioB, mac-
ca teaa 3570 1, nuHa S1cM. [locne poxaeHust 1eBouka
13 POIMIIHOTO 3aJia OblIa IepeBecHa B IeTCKoe (husn-
ojioruyeckoe otaeseHue. B TeuyeHue 1-X CyTOK KU3HU
COCTOSTHME peOeHKa OIIEHUBAIOCH KaK YIOBICTBOPUTEITb-
Hoe. YpOBeHb liepedpaibHON aKTUBHOCTU ObLIT 10CTATOY-
HBIM, Ha OCMOTpP pearupoBajia aaekBaTHO. Kopmmiack
TPYIHBIM MOJIOKOM B COYETaHUU C MOJIOYHOU CMEChIO,
cocajia OXOTHO, Ha3HaYeHHBI 00beM SHTEPaTbHOTO KOP-
MJICHUSI yCBanBaJa.

B Bo3pacte 1 cyr 2 4 XM3HU TIpU IJTAHOBOM OCMO-
Tpe pebeHKa BpauyoM HEOHATOJIOTOM (DU3MOIOTUIECKO-
TO OTHEJICHUS OTMEUYCHO PE3KOe YXYAIICHUE COCTOSTHUS
3a CUET pa3BUTUs OpamMiapuTMUU (YacToTa CePICYHBIX
coKpalieHnit MeHee 60 B MUHYTY) ¢ TIOCTEIYIOIIei ocTa-
HOBKOIl CepIeyHON nesaTeqbHOCTA. KIUIMHWYECKW OT-
MeyJajgach BSUIOCTb, MBIIIEYHAS TUIIOTOHUS, TUTOped-
JIEKCHSI, aTuHaMUsI, BbIpaXkKeHHasl OJICTHOCTh KOXKHBIX
TTOKPOBOB, CMEHUBIIASICS PA3JIUTBIM ITUAHO30M. BBITM
HavyaTbl peaHWMAIIMOHHBIE MEPOTIPUSATHUS: MCKYCCTBEH-
Hasl BEHTWISAIMS JICTKMX, HEMPSIMOM Maccax cepina,
SHIOTpaxeaJbHOE BBEICHNE PAaCTBOpA apeHaINHa, BHY-
TPUBCHHOE BBEICHME aapeHaInHa, (hU3MOJOTUIECKOTO
pacTBopa, IPETHW30JI0HA W TMAPOKAapOOHATa HATPWUS.
[Ipu poBeneHUM peaHMMAITMOHHBIX MEPOTIPUSITHIL 00-
parrajga Ha ce0sl BHUMaHUE JUTUTEIEHO COXPAHSIBIIAsICS
OpaguKapavsi, MbILIIEUHAsT aTOHUS, BIpAaXKeHHBIE MUKPO-
LIUPKYJISATOPHBIC HApyIICHUs. YCTOWUMBBIN CepHeUHBIN
PUTM BOCCTAHOBWJICS TOJIbKO uepe3 20 MUH Mociie Havaia
peaHMMALMOHHBIX MEPONPUATUIA, TTOSBUINCH SIUHNY-
HbBIC CYIOPOXHBIC BIOXW. B mampHeiIIeM IpomosrkeHa
TTOCUHAPOMHAsST Teparnusi, BKJTIOYaBIIAs YITPABISICMYIO
Jieyeonyto runorepmuio («Full body» runorepmust), aH-
THOAKTEPUATHHYIO TepaIliio, MPOIOKEHA MCKYCCTBEH-
Has BEHTWJISILIUSI JIETKUX B PEXUME TIOCTOSTHHOM TIpU-
HYIUTETHHOW BEHTWIAIMM, HalakeHa WHQY3MOHHas,
KapAMOTOHWYECKAs Teparusl, mapeHTepabHOe TTUTaHNE,
C IIepeOPOITPOTEKTOPHOM TIeJIbI0 HayaTO BBEICHUE IIW-
todaaBuHa. B Bo3pacre mojiytopa CyTOK >XU3HM MaHU-
(dectpoBa KIOHWYECKUE CYIOPOTM B KOHEYHOCTSIX,
TTOIEPTUBAHUST MUMUYECKOW MYCKYJIaTypbl, ObUIa ITOJI-
KJTI0YeHA ITPOTUBOCYIOPOXKHASI TePaTTHs.

[Mpu obcnemoBaHUT BBISIBJICHO MOBbBILLIEHUE
YPOBHSI MapKepoOB BOCHAJCHUS: TPOKAJIBIIUTOHWHA
1o 11,6 ur/mn, neiikouuTo3 10 58,5+ 10°/1 co ciBurom
JIEHKOIIMTAPHOM (hOPMYJTBI BJICBO, MMPU3HAKK aKTUBAIIAN
BHYTPHUCOCYIMCTOTO CBEPTHIBAHWS 1 TIOBBIIIICHUE YPOBHSI
J-mumepoB 1o 2265 mkr/in. OmgHako o4aroB WH(MEKINU
He O0HapyKeHO, ITOCEBHI KPOBM W MOYM OBLTM OTpPH-
LIaTeJIbHBIMU, YpOBeHb C-peakTWBHOTO Oejika B HOPME
(2,56 mr/m).

[Tpu HeltpocoHOTpa®MM OTMEYaIUCh TIPU3HAKU OTe-
Ka TOJIOBHOTO MO3Ta, Ba3ocIia3Ma 1 TUIToTNepdhy3un B CO-
cynax. 1o JaHHBIM MOHUTOpPUHTA LIEPeOPaIbHBIX DYHK-

OPUINHAJIbHbBIE CTATbU HACJIE4ACTBEHHbIE BOJIE3SHU

LMA Mo3ra U30JUHUSI (UKCHUpOBAIACH BTeueHue 4,5
4, 3aTeM OMOdJIEKTpUUYECKasi aKTUBHOCTb MO3ra Hayaja
BOCCTaHAaBJIMBATbCS, MPOU30LILIA TpaHCchopMallusl U30-
JIMHUU CHayajla B HU3KOAMIUIUTYAHYIO KPUBYIO, a 3aTeM
— B BbBICOKOAMIUIUTYAHYIO C 3JIEMEHTaMU CYIOPOXHOM
AKTHUBHOCTH.

VYierpa3BykoBoe HccCeIOBaHUE TOKA3aJl0 yMEpeH-
HOE€ YBEJIMYEHUE Pa3MepoB MEYeHU U MOoYeK, Hapyle-
HUSI CUCTEMHOTO KPOBOTOKA B BUJE SIBJICHUI Bazocras-
Ma B cocynax novek. ITo pesyisrataMm OMOXMMUYECKOTO
aHaJlM3a KPOBU OOHAPYKEHO MOBBILIEHUE YPOBHSI MOYE-
BUHBI 10 13,5 MMoub /1, KpeaTuHuHa 10 153,1 M Mosb /1,
SMuU30AblI TUTTOrTMKeMun oT 0,6 10 2,4 MMOJIb/JI, TUIIO-
KaspueMust 1o 1,63 MMoJIb/JI, 3HAYUTETBHOE ITOBBI-
IeHWe aKTUBHOCTU KpeatnHbochokuHasbl (1670 E/n
npu HopMme no 177 E/n) wtpaHcamuHa3 (aJlaHUHAMU-
HoTpaHchepassl — 650 E/n, acmaprataMuHOTpaHChe-
passl — 880 E/n, npu Hopme 10 40 E/n), BeipaxeHHbIe
MposiBJieHUs1 MeTabosnyeckoro jakrar-aiuao3a (BE —
18,8 mmonb/a, nakrar g0 12,9 Mmmosb /).

ITpu axokapauorpadum  0OHAPYKEHO  OTKPBITOE
OBaJbHOE OKHO, BbIPaK€HHOE CHUXEHUE BEJIUUYUH Cep-
IIEIHOTO BHIOpPOCA; YOCMUTENbHBIX NAHHBIX O HATUYUW
BPOXIEHHOTO MOPOKa cep/ilia MoJayyeHo He ObL10. XOoJ-
TepOBCKOE MOHUTOpUpOBaHUEe cyTouHoit DKI' BbIsIBUIO
CUHYCOBYIO apUTMUIO, SIMU30/bl CHUXEHUsI CepAeUHOro
pUTMa W aTPUOBEHTPUKY/ISIPHON ITUCCONMAIIAN C YITH-
HeHueM uHrepBaia Q—T.

[To maHHBIM peHTTeHorpaduM oTMeJaiach KapTHHA
CMEILIAHHOTO TOJHOKPOBUSI JIETKUX, YCUJIEHUE OPOHXO-
COCYAMCTOro prucyHka. Ha ocHoBaHUM pe3ybTaToOB BbI-
MOJHEHHOTO 00c/eN0BaHusl OblLT MOCTaBJICH MpeaBapU-
TEJIBHBIN TUATHO3: BPOXKICHHAS ITHEBMOHUSI.

OpHako, y4YuTbIBasl JaHHbIE aHamHe3a (CKOPOIO-
CTMKHAsi CMepTh MepBOro pedeHka B Bo3zpacTe 3,5 Mec
OT HEYCTAaHOBJICHHOW ITPUIMHBI), YXYAIIEHUE COCTOSTHUS
pebeHKa Mocje CBEeTI0ro MpoMexyTka (pebeHOK poauI-
Cs B CPOK B YIOBJICTBOPUTEITLHOM COCTOSIHUM), CTOMKUI
JIAKTaT-alua03, SMU30Ibl TUITOTJTMKEMUH, a TAKXKE BBI-
paxkeHHbIE PACCTPOMCTBA cepieyHoro putma, audde-
PEHIIMATIbHBIA [MAarHO3 MPOBOIMUJICS MEXAY BPOXIEH-
HBIMU METa0OJTMIECKUMU HapYIICHUSIMU, KapAuaabHON
narojiorueit (HapyileHusi puTMa cepila, yUIMHEHUE
uHTepBaia (O—7T) W 3HAOKPUHHBIMU 3a00J€BaAHUSIMU
(TUTTOTJIMKEMUIECKUI CHHAPOM, HEIOCTATOYHOCTh KOPHBI
Ha/IMOYEYHUKOB).

Ha ¢one nocunapomHoii Tepanuu HabI01aaCh CTa-
Ounuzaius coctosinusi peobenka. Cryctst 72 4 Obuia 3a-
BepIIleHa yIpaBisieMast JiedeOHast TUTTOTEPMUST, CHYDKCHBI
rmapaMeTpsl TTPOBOIUMON WCKYCCTBCHHON BEHTWUISIIMHI
Jierkux. JIeHkouruTos B MOBTOPHOM KIIMHUYECKOM aHaJIU-
3¢ KpOBM Takxke cHU3MICS ¢ 58,5¢ 10°/m mo 37,9« 10°/71.
CoxpaHsutach  reraromeranusi o +4cm. B Bospacrte
5 CYT XU3HU OTMEYaJlachb HOpMaJIM3allMsl YPOBHSI JIaKTa-
Ta B KPOBW, KYITMPOBAINCH SIBJICHUSI METa0OJTUIECKOTO
anuno3a, Oblla OTMEHEHa KapAMOTOHUYECKasl MOoJJiep-
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XKKa, COXPAHSJIUCH MPOSIBICHUSI CYIOPOKHOTO CUHIPO-
Ma. Ha 6-e cyTKu XW3HU HavaTo SHTEpabHOEe KOpMIIe-
HUE MOJIOYHOW CMECBIO.

B mporiecce maxpHEHIIEro o0CIeIOBaHUS MCKITIOUE-
Ha SHIOKPWHHAS 1 TICpBUYHAS KapAraabHast TaTOJIOTHS.
[Ipu uccnenoBaHWM CIIEKTpa aMUHOKUCIIOT U allviKap-
HUTUHOB B KPOBH, a TAKKE OPTAHMYECKUX KMCIIOT B MOUe
BBISIBJICHBI W3MCHEHMSI, CBHICTEIBCTBYIOIINE O BBICO-
KO BEPOSITHOCTH BPOXICHHOTO METabOJMIECKOTO Ha-
PYIIICHUST W3 TPYIIIBI 1e(PEKTOB B-OKUCICHUS KUPHBIX
KucioT: nedwurmra ammi-KoA-mernaporeHasbl KUPHBIX
KUCJIOT C JUTMHHOM YTJIEpOMHON 1eTbio. OTMEeYanoch mo-
BBIIIIEHNE YPOBHS CIICAYIOIINX allMJIKAPHUTUHOB B KPO-
B (B MKMonb/1): C ,—3,45 (Hopma 0—0,5), C,, —5,34
(nopma 0—0,33), C,—10,58 (Hopma 0,2-3,9), C, . —2,33
(nopma 0—0,32), C . —3,57 (Hopma: 0,1—1,8).

JvarHo3 OBbLT TOATBEPXKICH MOJEKYISIPHO-TCHETH-
YeCKWM WCCJICIOBAHUEM, BBIMIOJTHECHHBIM B JJaboparTo-
pUM HaceACTBEeHHbIX OoJe3Heit oomena MI'HLL PAMH.
IMpoBeneHo mnosnHoe cekBeHupoBaHue reHa ACADVL.
OOHapyXeHBl CIIeAYIOIINe MYTallid B KOMITayHI-TeTe-
PO3UTOTHOM COCTOSTHUM: IEJICIIMSI YSThIPEX HYKJICOTHIOB
¢.931_934delTTCT u myrauwmsi c.1843 C>T, npuBoasiiast
K 3aMEHE aMUHOKHWCJIOTHI Ha CTOIT-KOIOH p.Arg615Term.
HoHceHc-myTanust onrcaHa B 6a3e JaHHBIX 11O MyTalld-
sMm HGMD (Human Gene Mutation Database). BbisiB-
JICHHasI IeJIeInsT paHee He OIcaHa, HO ee TIaTOTeHHOCTh
HE BBI3BIBACT COMHEHMWIA, ITOCKOJIBKY OHa ITPUBOIUT
K CABUTY PaMKW CYUTHIBAHUS W 00pa30BaHUIO CTOTI-KO-
TOHa.

PeGeHOK OBIT TTepeBeIcH Ha SHTEpaTbHOS KOPMJICHE
CMECBIO C ITOBBIIIICHHBIM CONEPKaHUEM CpPeTHEIIeTIO-
YEYHBIX TPUTIULIEPUIOB, M3 TAPEHTEPATLHOTO TTUTAHUS
WCKITFOUCHBI KUPOBBIE SMYJIBCUH, TIPOIOIKEH KOHTPOJIb
YPOBHST TJIMKEMWH, TEYCHOYHBIX TECTOB, IOKa3aTeseit
KkpeatnH®OoCcHOKMHA3HI, JTaKTaTa M KUCIIOTHO-OCHOBHOTO
COCTOSIHUSI KPOBM B IMHaMuKe (cM. Tabauny). [Tokazare-
JIN KACJIOTHO-OCHOBHOTO COCTOSTHMSI M JIAKTaTa OCTaBa-
JIVCH B TIpeiesiaX HOPMBI, OTMEUAIOCh OMHOKPATHOE CHU-
>KeHUE YPOBHS TJTIOKO3BI B KPOBU, YPOBEHB TPaHCAMMHA3
1 KpeaTnHGOCHOKIMHA3HI ITOCTETIEHHO HOPMaTu30BaJIcs,
pa3Mepsl IeYeHN YMEHBIIUIIUCH 10 3 CM.

CoXpaHsUTCh  TTEPUOINYCCKUEC WHIYIIMPOBAaHHBIC

CyIOpOTH B KOHEYHOCTsIX. [1o TaHHBIM TTOBTOPHOTO MO-
HUTOPUHTA LiepedpabHbIX (YHKIMA Mo3ra Obuia 3a-
peTUCTpUpOBaHa TOJOXKUTEIbHAS JAWHAMKMKA, OIHAKO
MPONOJIKAIM OTMEUaThCsl TIEPUOANYECKHE BbICOKOAM-
TUTATYIHBIE BCIBIIIKYA, MOP(hOIOTMYECKH CXOIHBIE C TTaT-
TEpHAMU CYIOPOXHOI aKTMUBHOCTH. [TpOTHMBOCYIOPOK-
Has Tepanus (peHobapOouTaniom B 1o3e 10Mr/Kr B CyTKU
10 peKOMEHJAIMU HEBPOJIOTra Obljia MPOAOJIKEHA.

B Bospacte 12 cyt peGeHOK ObLT 3KCTYOMpPOBaH U Te-
peBeieH Ha CIIOHTAHHOE JbIXaHWE, B JOMOJHUTEIBHOM
KUCJOPO/IE HE HYXJaJICs, pacliupsiicsi o0beM 3HTe-
pPaJIbHOTO KOPMJICHUSI, KOTOPOE ITPOBOAMIIOCH CMECHIO
C TIOBBIIIIEHHBIM COIEPKaHUEM CPeIHELIENTIOYSUHBIX TP -
ruepuaoB (50%) ¢ uHtepBanioMm 2—2,5 4 nHeM U 3 4
Houblo. [TokazaTenu ITMKEeMUM U YPOBHSI JIAKTaTa HaXO0-
JVJTUCH B Mpeesiax HOPMaTUBHBIX 3HAYSHUIA.

C 14-X CyTOK XU3HU B CBSI3U C OTCYTCTBMEM IPOSIB-
JICHUIA CyAOPOXXHOTO CUHApPOMA ObUIO HAaYaTO CHUXKEHWE
JI03bl AHTUKOHBYJIbCAHTOB. [IpemapaThl BaJbITPOEBOIt
KUCJIOTHI HE UCITOJIb30BATUCh.

B Bo3pacTe 42 cyT HayaTO SHTEPAIbHOE TTUTAHUE CTIe-
IMATM3UPOBAHHON JIeUeOHOI cMechblo «MOHOTeH» ¢ TI0-
CTETeHHBIM HapallBaHUEM 00beMa U TMOJHOW OTMEHOIM
napeHrepajibHoro nurtanus. [lociae cradbunuzauuu co-
CTOSTHUSI B Bo3pacTe 53 mHeil pebeHOK ObIT BBITTMCAH J10-
Mmoii. JlanpHeiilee amOynaTopHoe HabJoIeHUEe pedeHKa
MPOBOAMIIOCH B HAYYHO-KOHCYJIETATUBHOM TTeAaTpuye-
CKOM OTIEJICHUY IICHTpA.

B mporiecce mMHaMMUYECKOTO HAOMIOACHUS B TCUCHUE
2 jieT pebeHOK MPOIoJIKaA MOJyyaTh JeueOHOoe MUTaHue
CcMechbio «MOHOTeH», TPUKOPMBI BBOAMIUCH IO BO3PACTy
32 UCKITIOYCHUEM TIPOAYKTOB, CONCPKAIINUX UTMHHOIIC-
MOYeUHbIe TPUNTHIEPHUIbI. KpaTHOCTh KOPMJICHHS B Te-
yeHue 6 Mec — Kaxkable 3 4 THEM U 4 4 HOYbIO, BO BTOPOM
MOJYTOANM XXU3HU — Kaxable 3,5—4 9 THeM U 6 4 HOUbIO.
IMocne roma XXWU3HU WHTEPBAIBI MEXIY KOPMIICHUSMU
ObLIM yBeIMYEHBI 10 4—5 4 gHeM U 8—10 4 HoublO.

IMoxazaTenu GU3NUECKOTO pa3BUTHUS B TEUEHHE BCETO
Tepuoja HaOIOICHUST COOTBETCTBOBAIM BO3pacTy. B Te-
yeHue mepBbix 11 Mec XMU3HM Yy peOeHKa COXPaHSIOCh
HeOoJIbIlIoe YBeInYeHue pa3MepoB reueHu (+2,5—3,0cMm
HUXe pebepHO AyTH), MPHU 3TOM KOHCUCTEHLHMS Oblia
B IIpeiejiaX HOPMBbI, YTO MOATBEPXKAAIOCH TPHU YIBTPa3-

Tabauya. OcHoBHBIE CHIBOPOTOYHbIE MIOKA3ATE/H, KOHTPOIMPYeMbIe Y G0JILHOTO PeOEHKA B HEOHATAILHOM NepHOIe

TTokazarenb Hopma Bospacr, cyt

2 3 5 12 19
Dtroko3a, MMOJIb/JT 3,3—6,5 0,6 4, 2,2 43 3,8
ACT, E/n Mo 40 452 330 116 27 29,4
AJIT, E/n Mo 40 350 145 145 31 25,1
KO®K, E/n Mo 177 = 1278 426,6 = 312
ITT, E/n o 50 413 — 236,6 244 140

Ilpumeuanue. ACT — acnapratamMmuHoBas TpaHcaMuHasa; AJIT — anaHuHamuHoBas TpaHcaMuHaza; KOK — kpeatuHdochokunasza; [TT —

Y-TJIyTaMUJITpaHCICnThaasa.
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BYKOBBIX WCCIeMOBaHUAX. [lepruoamdeckn oTMedaiach
CKJIOHHOCTb K Taxukapauu, onHako DKI Obuia B mipese-
Jtlax HOpMBI. [1pu 1a60paTOPHBIX UCCIETOBAHUSX T30~
OB TUTIOTJIMKEMHWH HE OTMEYaioCh, YPOBEHb (epMeH-
TOB, JIAKTaTa, a TAKKE MTOKa3aTe) I KUCIOTHO-OCHOBHOTO
COCTOSTHMSI KPOBU OBUTH B TTpenesiax Hopmbl. K Bo3pacty
2 IeT MOTOPHOE U TMICUXOPEUYeBOE Pa3BUTHE peOEHKa CO-
OTBETCTBOBAJIO BO3PACTy, OTMeYalcs CHHIPOM IBUTA-
TEJIBHBIX HAapYIICHWI B BUIE MPABOCTOPOHHETO TeMMIIa-
pe3a JIETKOM CTEITIeH! BBIPaXkKeHHOCTH.

KoHTposb ypoBHSI allWJIKADHUTHHOB B KPOBU OCY-
IIECTBIISIICS KaXIble 2 Hell B TeUCHME TIEPBhIX 3 MeC K13-
HM, najee ¢ MHTepBaJioM |—2 Mec B TEYEHHE TIEPBOTO
rofa XWU3HM U Kaxible 3—4 Mec Ha BTOPOM TOJY XKU3HMU.
B Bo3pacrte 6,5 Mec oTMedanoch nosbimenne yposusa C, |
1o 0,765 mxMonb/n (HopMma 1o 0,44 MKMOJIb/JT) U CHU-
>KEHME YPOBHSI CBOOOHOTO KAPHUTHHA J10 5,9 MKMOJIb/J1
(Hopma 10—135 MKMOJIb/JT), YTO KIMHUYECKU HE MPOSIB-
Jsmoch. [1pu aTOM conmepkaHue XXKUPOB B TUETe HE MEHSI-
sock. K Bo3pacty 7 Mec oTMevdanach caMOIPOU3BOJIbHAS
HOpMaJu3allus IaHHbIX Mokasareneil. B Bospacte 1,5 et
nocJie iepeHeceHHoro OPBU BHOBBL 0TMeUa10ch He0OIb-
woe noseimenue yposus C,, (0,52 MKMoJb/J) € 10-
cienytoleii Hopmanu3sauueid. B Bozpacre 1rog 10 mec
Ha (hoHEe YBEJTMYCHMS B pallMoHE KOJWYECTBa XUpa 0 2
/KT B CYTKM BBIABIEHO MOBbIIeHUEe comepxanus C
1o 1,2 mxmonb/n u C, | 1o 0,64 MKMOJIb/JT, 4TO OTNpesie-
JINJIO HEOOXOMMMOCTh YMEHBIIICHHSI TTOTPEOICHUS KUPa.
Bce ocranbHbBIC aHAM3BI M TaHHBIE KIIMHIYECKOTO OCMO-
Tpa OBUTH B Mpeneax HOPMEI.

Takum 00pa3oM, MBI TIPEACTABUIN KIMHUYECKOE Ha-
OstoneHure pebeHKa ¢ TSKeIoi paHHel MaHudecTanuei
PEIKOTO HACJICACTBEHHOTO 3a00JIeBaHUSI W3 TPYIIIIBI Je-
(bekTOoB B-OKUCICHUS KUPHBIX KUCIOT — IeMUITUT arluiI-
KOH3UM A JETHIPOTeHa3bl XWUPHBIX KHUCIOT C OYCHBb
IJIMHHOM 1enblo. JlaHHOe 3abosieBaHUE, KaK M MHOTHUE
NIPyTUe BPOXKICHHBIC METa0OTMYCCKUE HAPYIICHUS, Xa-
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paKTEepU3yeTCsT TeHETUIECKOM TeTepOreHHOCThIO, 3Ha-
YUTETLHON BapraOeIbHOCTHIO KIMHWYECKOW KapTUHBI
U CPOKOB MaHMGECTAINMK, BBHICOKUM PUCKOM BO3HMK-
HOBEHHUSI KMU3HEYTPOXKAIONIUX COCTOSTHUM, 4YTO OIpe-
IeJISIeT CYIIeCTBEHHBIC TUATHOCTUYCCKUE TPYIHOCTH.
ITepBblii pedeHOK B ceMbe yMep BHE3aIlHo B Bo3pacte 3,5
MeC, ¥ C BBICOKON BEPOSITHOCTHIO MOXHO ITPEIITOJIATaTh,
YTO TIPUIUHOM €T0 CMEPTH SIBIJIOCH 3TO Xe 3a00JIeBaHNE,
CBOCBPEMEHHO HE YCTAaHOBJIEHHOE.

B Hamiem HaOmopeHUM peOGEHOK pPOAMIICS B CPOK
B YIOBJICTBOPUTEIIBHOM COCTOSTHUM, KOTOPOE YXYIIITHIOCH
BBO3pacte 2 cyT (OpamMapuTMusi, OCTAHOBKA CEpACUHON
nesitenbHOCTH). [TomoGHOe yXY/IIIIeHne COCTOSTHUS TTOCTIe
CBETJIOTO ITPOMEXKYTKA OT POKICHHMS IO TIOSIBIICHUS TICPBBIX
CUMIITOMOB OOJIC3HW CYUWTACTCSl XapaKTepHBIM IPH3HA-
KOM psiia HaCJICIICTBEHHBIX METa0OTMIECKUX HAPYIICHUIA.
B Takux cuTyarmsX WCKITIOYUTETBHO BaKHBIM SIBJISICTCS
TIPOBEICHYE TICPBUYHBIX TUATHOCTMIECKUX TECTOB, B UHCIIE
KOTOPBIX MCCCIOBAHNE CIIEKTPa aMUHOKHCIIOT 1 allvITKap-
HUTUHOB B KPOBH, JAlOIee BO3MOXHOCTb OIHOMOMEHT-
Horo obcyienoBaHust Ha 35 3abosieBaHuil. B Hailiem ciyyae
WMEHHO 3TOT aHAIM3 TIO3BOJIWI TTPEATIONOXUTE TeHUIIAT
aIT-KOSH3UM A IETUIPOTEHA3bI KMPHBIX KUCJIOT C OYCHb
IUTMHHOM TIETIBIO M CBOCBPEMEHHO HA3HAYMTH ITaTOTCHE-
TUYecKoe JiedeHrne. HecMoTps Ha TSDKeCTh COCTOSIHUS,
Ha (poHEe Tepanmy OTMEYAIOCH ITOCTETICHHOE BOCCTAHOB-
JICHUE CepACIHO-COCYIMCTON M OPYTUX CUCTEM, HOPMaJI-
3a1MsT TabOpaTOPHBIX TToKa3areseid KpoBu. K mByxieTHeMY
BO3pacTy (hpu3MIecKoe, MOTOPHOE U IICUXOPEUCBOE Pa3BU-
THE peOCHKA COOTBETCTBOBAJIO BO3PACTY, OTMEYAJICSI CHH-
TIPOM JIBUTATEIbHBIX HAPYILICHWI B BUIE TIPAaBOCTOPOHHETO
reMUIIape3a JIETKO CTeNeHW BhIpaskeHHOCTH. [Ipencras-
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HUTH O PSIKUX BPOKICHHBIX HAPYIIICHUSIX, CBOGBPEMEHHOE
Havajio Teparuy IIPW KOTOPBIX, JaXKEe B CITydac TSDKEITBIX
MIJTaleHUYeCKUX (hopM, OIpenesisieT OIaronpusTHBINA Tpo-
THO3 3200JICBaHMS.

disorders by tandem mass spectrometry: a worldwide
collaborative project. Genet Med 2011; 13: 3: 230—254.

6. Hukonaesa E.A, Illlynaxoea U.B, Ivicankosa I1.T. u dp. Cum-
nroMaTuyeckasi STWIENCUsT KaK TMposiBeHue aeduiuTa
auni- KoA neruaporeHasbl XKMPHBIX KUCIOT ¢ OYSHb JUTMH-
HOI1 yryiiepoqHOi Lemnblo. Poc BeCTH mepuHATON M Menuar
2008; 3: 87—91. (Nikolaeva E.A, SHulyakova 1.V, TSygankova
P.G. et al. Symptomatic epilepsy as a manifestation of very
long-chain acyl-CoA dehydrogenase deficiency. Ros vestn
perinatol i pediat 2008; 3: 87—91.)

7. Strauss A.W., Powell C.K., Hale D.E. et al. Molecular
basis of human mitochondrial very-long-chain acyl-CoA
dehydrogenase deficiency causing cardiomyopathy and
sudden death in childhood. Proc Natl Acad Sci USA 1995; 92:
10496—10500.

8. Andresen B.S., Olpin S., Poorthuis BJ. et al. Clear correlation
of genotype with disease phenotype in very long-chain acyl-

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEAUNATPUN, 4, 2014




10.

I1.

12.

13.

15.

ﬂeempesa E.A. u coagm. l'lpe;[onepauMOHﬂoe BEACHUE MJIAACHIIEB C BPOXKICHHBIMU ITIOPOKaMU CEPLA 1 TTHEBMOHUEH

CoA dehydrogenase deficiency. Am J Hum Genet 1999; 64:
479—494.

Spiekerkoetter U., Lindner M., Santer R. et al. Treatment
recommendations in long-chain fatty acid oxidation defects:
consensus from a workshop. J Inherit Metab Dis 2009; 32:
498—505.

@rngreen M.C., Ngrgaard M.G., Sacchetti M. et al. Fuel
utilization in patients with very long chain acyl-CoA
dehydrogenase deficiency. Ann Neurol 2004; 56: 279—283.
Keeler M.A., Conlon T., Walter G. et al. Long-term Correction
of Very Long-chain Acyl-CoA Dehydrogenase Deficiency
in Mice Using AAV9 Gene Therapy. Mol Ther 2012; 20: 6:
1131—1138.

Smelt A.H., Poorthuis B.J., Onkenhout W. et al. Very long chain
acyl-coenzyme A dehydrogenase deficiency with adult onset
Ann Neurol 1998; 43: 540—544.

Gregersen N., Andresen B.S., Corydon M.J. et al. Mutation
analysis in mitochondrial fatty acid oxidation defects:
exemplified by acyl-CoA dehydrogenase deficiencies, with
special focus on genotype-phenotype relationship. Hum
Mutat 2001; 18: 169—189.

. Vianey-Saban C., Divry P., Brivet M. et al. Mitochondrial

very-long-chain acyl-coenzyme A dehydrogenase deficiency:
clinical characteristics and diagnostic considerations in 30
patients. Clin Chim Acta 1998; 269: 43—62.

Mathur A., Sims H.F., Gopalakrishnan D. et al. Molecular
heterogeneity in very long chain acyl CoA dehydrogenase
deficiency causing pediatric cardiomyopathy and sudden

20.

21.

22.

death. Circulation 1999; 99: 1337—1343.

. Liang W.-C., Nishino I. State of the art in muscle lipid diseases.

Acta Myol 2010; 29: 2: 351—356.

. Tucci S., Primassin S., Veld F. et al. Medium-chain triglycerides

impair lipid metabolism and induce hepatic steatosis in very-
long chain acyl-CoA dehydrogenase (VLCAD)-deficient
mice. Mol Genet Metab 2010; 101: 40—47.

. Tucci S., Flogel U., Sturm M. et al. Disrupted fat distribution

and composition due to medium-chain triglycerides in mice
with a B-oxidation defect. Am J Clin Nutr 2011; 94: 439—449.

. Botkin J.R., Clayton E.W., Fost N.C. et al. Newborn screening

technology: proceed with caution. Comment on: A Report
of the American College of Medical Genetics. Report titled
Newborn Screening: Toward a Uniform Screening Panel and
System, Submitted as public comment. Pediatrics 2006; 117:
5:1793—1799.

Bechthold A. Die Referenzwerte fur die Nahrstoffzufuhr.
German/Austrian/Swiss Nutrition Societies. Ernahrungs
Umschau 2009; 6: 346—353.

Liebig M., Gyenes M., Brauers G. Carnitine supplementation
induces long-chain acylcarnitine production - studies in the
VLCAD-deficient mouse. J Inherit Metab Dis 2006; 29: 343—
344,

Primassin  S., Ter V.F., Mayatepek E. et al. Carnitine
supplementation induces acylcarnitine production in tissues
of very long-chain acyl-CoA dehydrogenasedeficient mice,
without replenishing low free carnitine. Pediat Res 2008; 63:
632—637.

IMoctyruna 20.03.14

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEAUATPUN, 4, 2014

47




OPUINHAJIbHbBIE CTATbU HACJIE4ACTBEHHbIE BOJIE3SHU

Bboae3np Hakonienus rimkorena, Tun 11 (6one3ns Ilomne) y nereit

A.H. Cemauxuna, B.C. Cyxopyxos, T.M. bykuna, M.U. Hoaouckas, E.C. Mepkypvesa,
M.H. Xapabaoze, E.A. Ilpockypuna, E.IO. 3axaposa, A.B. bpvioyn, I1.A. lllamanos, I1.B. Hosukos

Hay4HO-nccnenoBaTenbCkui KINIMHNYECKUI MHCTUTYT neguatpun; Meanko-reHeTndecknii HayyHeli ueHTp PAMH, Mockea

Glycogen storage disease type 11 (Pompe disease) in children

A.N. Semyachkina, V.S. Sukhorukov, T.M. Bukina, M.I. Yablonskaya, E.S. Merkuryeva,
M.N. Kharabadze, E.A. Proskurina, E.Yu. Zakharova, A.V. Brydun, P.A. Shatalov, P.V. Novikov

Research Clinical Institute of Pediatrics, Moscow; Medical Genetics Research Center, Russian Academy of Medical Sciences,
Moscow

IIpencrapiieHbl JaHHbIE JIUTEPATYPbI, OTPAKAIOIIME MPOSIBJIEHHS, BOIPOCHI TUATHOCTHKHA M COBPEMEHHbIE METO/IbI JICUEHHSI PeIKO-
ro (ophaHHOro) HaC/ieICTBEHHOro 3a00/ieBaHUS — 00JIe3HM HAKOILUIeHUs riiukorena, tun I, wim 0oae3nn Ilomne y nereii. /lana
Kinaccuukanus 3adosesanus. [lokazaHo, uto miaagenyeckas ¢opma sBiseTcs Hanboee TKeEO0i, 3aAKAHYUBAIOILENCS JIeTATBHO,
KaK MpaBuio, B TedeHre 1 roma xKu3Hu pedeHKa 0T CepaedHo-COCYAMCTOl MM JIETOUYHO HeaocTaTouHOCTH. [T0149epKHYTHI OCHOB-
HbI€ TPYAHOCTH NPH NPOBeAeHHH U (epeHHaTbHOr0 M MOCTAHOBKE MCTHHHOTO JMATHO32 3TOI0 TSAXKEJI0ro 3a0o.esanus. bobinoe
BHHMAaHHeE y/IeJIeH0 HOBOMY IIATOreHETHIECKOMY METO/Y Jiedenus 0oie3nn [ToMie — reHHO-MHKeHepHOMY (hepMeHTO3aMemaiomeMy
npenapary Maiio3aiim®. IIpencrasieHo cOOCTBeHHOE KIMHMYECKOE HAOMIOeHNEe pedeHKa ¢ I0HONIECKOil hopmoii 00Je3HH HAKO-
mwienns rkorena, tun I (6one3ns Iomne ¢ no3aHum aedioTom). Ocodoe BHUMAHKE Y€I€HO KIMHUYECKOH CHMIITOMATHKE 3200-
JIEBAHUS ¥ METOJIaM TMATHOCTHKH, CPped KOTOPHIX HanOoJiee 3HAYUMbI MOPGOIOrHYECKHMii AHAIM3 OMONTATA MBIIIEYHOH TKAHH Me-
TOJAMH CBETOBOW M 3JIEKTPOHHOI MUKPOCKONHHM, 3H3uMO- 1 IHK-1narnocTuka. Y npodania BbisiBJeHbI 3HAYMTEIbHbIE CKOILIEHUS
BHYTPH JIH30COMAJILHOTO [IMKOTE€HA B MbINIEYHOM OMONTATE, CHIZKEHHE AKTHBHOCTH KHCJION O-1,4-II0K031aa3bl B TUMGOIMTAX
110 4,2 umosib/Mr B yac (Hopma 13,0—53,6 umoub/Mr B yac), onucaHHas B 0ase aaHHbIX mo mytanusm HGMD muccenc Mmyranus
¢.1000 G>A p.Gly334Ser rena GAA B roMO3UrOTHOM COCTOSIHMM, YTO MOATBEPANIO IUarHo3 6oJe3nu [Tomne.

Karoueesvie crosa: demu, 6oaesnv [lomne, cumnmomamuxa, sn3umo- u JlHK-ouaenocmuka, een GAA, aewenue, npogpurakmuka.

The paper gives the data available in the literature, which reflect the manifestations, diagnosis, and current treatments of the rare
(orphan) inherited disease glycogen storage disease type II or Pomp disease in children, as well as its classification. The infant form
is shown to be most severe, resulting in death from cardiovascular or pulmonary failure generally within the first year of a child’s life.
Emphasis is laid on major difficulties in the differential and true diagnosis of this severe disease. Much attention is given to the new
pathogenetic treatment — genetically engineered enzyme replacement drug Myozyme®. The authors describe their clinical case of
a child with the juvenile form of glycogen storage disease type II (late-onset Pompe disease). Particular emphasis is laid on the clinical
symptoms of the disease and its diagnostic methods, among which the morphological analysis of a muscle biopsy specimen by light and
electron microscopies, and enzyme and DNA diagnoses are of most importance. The proband was found to have significant lysosomal
glycogen accumulation in the muscle biopsy specimen, reduced lymphocyte acid a-1,4-glucosidase activity to 4,2 nM/mg/h (normal
value, 13,0—53,6 nM/mg/h), described in the HGMD missense mutation database from 1000 G>A p.Gly334er of the GAA in ho-
mozygous state, which verified the diagnosis of Pompe disease.

Key words: children, Pompe disease, symptomatology, enzyme and DNA diagnosis, GAA gene, treatment, prevention.

peny GOJIBIION TPYIIThI HACEACTBEHHBIX JTM30COM-
HBIX OoJie3Heil HakoruieHus1 6oje3Hb [lomrme (6o-

HbIM UcxolaM (MJaaeHuyeckas dhopma) WU UHBATUAU-
3alMU OOJIbHBIX, CYLIECTBEHHO CHUWXAIOIIEH KayecTBO

JIe3Hb HAaKOIUIeHUs rikoreHa, Tun I1) 3anumaeT ocodoe
MECTO. DTa TspKeJast TTaTOJIOTHsI UMEET TTPOTPeNeHTHOE
TeYeHMe, KaK MPaBUIIO, TIPUBOJISAIICEe K PAHHUM JICTAb-
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Cemsurura A.H. u coasm. Bose3nb HakorieHus rkoreHa, T 11 (Gonesus [Momme) y neteit

[Towmrte, 110 IMEHM KOTOPOTO TIATOJIOTHS U ITOTyYnIa Ha-
3BaHUE. TpamWIIMOHHO BBIACISIOT TPU (GOPMBI OOJIE3HU
[MoMrre — miameH4ecKyro, wim 6o1e3Hb [Tomrme ¢ paH-
HUM J1e0I0TOM, IOHOIIECKYIO U B3POCYI0, OOBIYHO O0b-
eHseMble B ofHY hopmy — 60s1e3Hb [Tomme ¢ mo3aHuM
nebroroM. M3 mepeurciaeHHBIX TpeX hopM Hanbosee 3710-
KauyeCTBCHHO SIBIISIETCST MJTaleHIeCKast, TeOr0TUPYIOIIast
B TIEPBBIC MECSIIBI XM3HU peOeHKa M XapaKTepu3yrolia-
siCsl OBICTPOITPOTPECCUPYIOIIMM TEYCHUEM U JICTATbHBIM
HICXOIIOM OT Pa3BUTHS CEPIACUYHO-JIETOTHOM HEeI0CTaTod-
HOCTH WY MHGMEKIINI TBIXaTeIbHBIX IMyTel, KaK MpaBU-
JI0, Ha TIEPBOM TOMY KU3HMU.

FOBeHUTBbHBIN, WY «MBIIIEYHBIH» BapUaHT OTJIMYA-
10T Oosiee Mo3aHssT MaHubecTauusi 00yJe3HU (IETCKUii
WJTU FOHOIIIECKMIA BO3PACT), OTHOCUTEILHO MSITKOE Teue-
HHME W NIPEUMYIIECTBEHHOE MOpaXXeHWEe CKEJCTHOU My-
ckynatypsl. 1s1 B3pociioit (popMbl 3a00JIeBAaHUST TUITUY-
HBI TOo31Hee pa3BuTue cumnTomatuku (B 20—50 jerT),
MEIJICHHO TIPOTpecCUpyIomiasi MpoKCUMallbHasi MHOIIa-
THS W HaJTUYWE CHUMIITOMOB IBIXaTeJIbHOW HEMOCTaTOd-
HOCTH TIpW OTCYTCTBMM KapawoMeraanu. OmHako 00JIb-
ITWHCTBO MCCIIEA0BATENIeH CYNTATOT, 9TO 60s1e3Hb [Tomrie
MpaBWIbHEE TIPEICTABIISATh HE KaK TPU pasHble (hOPMHEI,
a Kak OmHO 3a00JIeBaHME CO MHOXKECTBOM BapHaHTOB,
Pa3TMYAIONIUXCST TI0 CKOPOCTU TEYCHUST U IPOIOJIKM-
TEJIBHOCTH KU3HM.

Bonesnp [Tomme HaciemyeTcsl 11O ayTOCOMHO-pelIec-
cuBHOMY THTYy. [lo MaHHBIM WCCiIemOBaTeNei, ¢ yIeTOM
Bcex (hopMm 3abojieBaHUSI, HE3aBUCUMO OT ITojila, STHU-
YeCKON TPUHAIUIEXKHOCTH OOJBHOTO W reorpaduul, ero
yacrota koseosaercst ot 1:14 000 mo 1:300 000 [1]. Mna-
NeHJYecKass W IOBEHWIbHAsT (OPMBI JTOBOJBHO YacTo
BCTpeYaroTCs cpenn adpoaMeprKaHIICB, a TAKXKE B IOXK-
HoM Kurae u Ha TaiiBaHe, B TO BpeMsT KaK B3pOCIIbIi Ba-
puant — B loyutannuu. B Poccuu yactora BcTpeyaeMo-
ctu 6osne3uu [Tomre HenM3BeCTHA.

3abosieBaHUEe OOYCJIOBJIEHO MyTalusMu TeHa GAA,
KOTOPBII KOAMPYET TU30COMATBHBIN (hepMEHT — KHUCITYIO
0-1,4-roKo3unasy, Wiv KUCaylo Majibrasy, OTBETCTBEH-
HyIO0 3a paciieruieHue mimkoreHa. [eH GAA Obul OTKPHIT
B 1989 . OH N0Ka/IM30BaH Ha JJIMHHOM TUIEUe XPOMOCO-
Mbl 17, BJokyce q25.2—q25.3, coctout u3 20 3K30HOB,
KOIMPYIOIIUX TOCJIEA0BATEbHOCTh U3 952 aMMHOKUC-
J1oT; uMmeeT pazmep 20 koanT [2].

B nacrosiniee Bpemsi BreHe GAA onucaHo 0Oosee
360 mMaTOreHHBIX MYTallMii, a TAKXKe OOJIBIIIOe YUCIIO TI0-
JIMMOPGHBIX BAPUAHTOB. BHYTPU OMHOM CEMbM C OMHA-
KOBBIMU ITATOTCHHBIMYU MYTALIMSIMU HaOJIIOIATUChH OOJTb-
HbIE KakK C MJIaICHYECKOI, TaK M CO B3pociioil ¢opMmoii
3a00JIeBaHMUSI.

depMeHT Kucaas 0-1,4-rIoKo3umasa CUHTE3UPYeT-
Cs B OHAOIIA3MaTHUECKOM PETUKYJIYME, ero KOHEUHast
cObopka 3aBepIaeTcsl B ammapaTe [OJbIKW; 3aTeM ITy-
TeM BHYTPUKJIETOYHOTO TPAHCIIOPTA ITOCPEICTBOM Ka-
THUOHHE3aBUCUMBIX PELENTOPOB MaHHO30-6-(ochaTa
dbepMeHT mepeHocHUTCsT B M3ocoMmy. DYHKIUS KUCITON

0-1,4-r1I0K03M1a3bl COCTOUT B PACIICIJICHUU B KHUCJIOMN
cpele TIIMKO3UIHBIX cBs3eil a-1,4- ua-1,6-rmMKoreHa
c oO0pa3oBaHUEM TJIIOKO3bl, KOTOpasi 3aTeM aKTUBHO
TPAHCIIOPTUPYETCSl Uepe3 MeMOpaHy JIM30COMbI MOCPEI-
CTBOM crneluduueckoro rmnepeHocuuka. JduchyHkius
KUCIO# 0-1,4-T110K03MAa3bl BCJIECACTBUE MYyTAllMW TeHa
GAA NpUBOIUT K HAKOIUIEHUIO TIMKOTE€Ha B JIM30COME,
MOSIBIEHUIO ayTodarocoM, aajee K HapylIeHUI0 COKpa-
TUTEJbHON CIIOCOOHOCTU MBIILIEYHOTO BOJOKHA U B, KO-
HEYHOM HuTOre, K rudenu kietku. CumrroMarnka 3abo-
JIeBaHUsI B OCHOBHOM OIpelessieTcsl MaTOJOTMYecKUM
HaKOIJIEHUEM TJIMKOTeHa, TaHHOMY Tpolieccy Haubosee
MOJBEPKEHBI CeplIeYHbIC, CKEJIETHBIC MBIIILBI U IJIagKast
MyCKyJaTypa, OJHaKO MaToreHe3 0OJE3HU ITUM He UC-
yepnbiBaetcsl [3]. Hampumep, M3BECTHO, UYTO reHETH-
YeCKUN MNOoJMMOPOU3M aHTMOTEH3UHITPEBPAILIAIOIIETO
depmenTa (ATTID) BausieT Ha CBOMCTBA MBILIEYHOMN TKa-
Hu. [TokazaHno, uro DD-renotun AII® accoumupyercs
C paHHUM HayajioMm 6osie3Hu [lomre, BoicokuMuU Lubpa-
MM KpeaTUH(MOCGHOKNHA3HI, HATUIMEM MBIIIEYHbBIX 00-
Jieit, 6oJiee TSKebIM U ObICTPONPOrPECCUPYIOLIUM Teue-
HueM 3aboJieBaHus [4].

Knunuueckas cumnromaTtuka 6ose3nu [lomre ¢ paH-
HUM M MO3IHUM Je0I0TOM CyMMHUpOBaHa B TabJuLIE.
Kaxk BunHO 13 Tabiuiibl, rpu o6enx ¢opmMax B IaToI0-
TMYECKU MPOLECC BOBJIEKAIOTCSI OMOPHO-BUTATEIbHbII
arrapar, opraHbl JIbIXaHUSI W MUILEBaApUTE/IbHAsI CUCTE-
Ma, B TO BpeMsl KaK MOpaxXeHUe Cep/ilia U COCYI0B XapakK-
TEPHO TOJIbKO 151 6oJie3HU [ToMre ¢ paHHUM 1€0I0TOM.

Crenyer 3aMeTUTh, YTO Npu 60s1e3uu [lomne ¢ nosna-
HUM Ae0I0TOM MOTYT BCTpeYaTbCsl TaKue COIMYTCTBY-
I01lIMe TPOSIBJICHUS, KOTOPbIE TPYIHO AacCcOLMMPOBATh
C IJaHHbIM 3a00JIeBaHUEM, OCOOEHHO €CJIU CUMIITOMBI
OCTAlOTCSl U30JIUPOBaHHbIMU. Cpei TaKUX CUMIITOMOB
cienyeT Ha3BaTb OMHOCTOPOHHUIA MTO3, CHUXEHUE CITy-
Xa, clydyailHO oOHapy>XE€HHOE IMOBbILIEHUE aKTUBHOCTU
KkpeatruHdocdokuHasbl. Yacto HaOIOOAIOTCS 3KTa3UsI
1iepedpaibHbIX apTepuii, liepedpaibHas aHeBpU3Ma, Ma-
Kporyoccus [5, 6]. OnrcaHbl TaKKe KeJTyTI0YHO-KHIIIeY-
Hble PACCTPOMCTBA B BUJIE XPOHUYECKOI JAMapeu, PBOTHI
1 abIOMUHATbHBIX OOJICHA.

HeobGxonumo o0patuTh BHUMaHWE, 4TO IPU JAUar-
HocTuke Oose3nu [loMre HM OAHO U3 CTAHIAPTHBIX
KJIMHUKO-OMOXUMUYECKUX W MHCTPYMEHTAJIbHBIX WC-
cJieI0OBaHUI, UCTIOJb3YeMbIX [T MAEHTU(MUKALIMY HEPB-
HO-MBIIIEYHbIX 3200JIEBaHUIA, HE SIBJISIETCS A0COIIOTHBIM.
Tak, anekTpoMuorpadusi UroJbyaTbIMU dJIEKTPOIAMU
BJIy4IIEeM CJIydae BbISIBJISICT NMPU3HAKW TEPBUYHO-MbI-
LIEYHOTO TMOpaXeHUs; YPOBeHb KpeaTMH(OCchHOKMHA3bI
OOBIYHO TTOBBIIIAETCS B 2—35 pa3, HO MOXET ObITh U HOP-
MajibHbIM. OOHapyxeHue Ha DKI yBennyeHus: amMIuiu-
Tyabl QRS, ykopouyeHue uHTepBajia P—(Q 3acTaBisieT
MPEANOJOXUTh HAIMUUE KapAMOMMOMNATUU. DXOKapAu-
orpadusi BbISIBJIIET pACIIUPEHUE JIEBOTO KeJyJouKa.
Kak v mpu Bcex Apyrux MUOMATHUSIX, CHIKeHHe dop-
CHpOBaHHOU XM3HeHHON emKocTh Jerkux (DXKEJ)
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OPUINHAJIbHbBIE CTATbU

TBEHHBbIE BOJIE3HU

Tabauya. Knammgeckas cuMIToMaTHKa 00/1e3au IloMne ¢ paHHIM H NO3THUM 1e0I0TOM

Bbonesns [Tommne ¢ paHHUM 1€010TOM

Bonesns [Tomrie ¢ mo3gHUM ne610TOM

OHOpHO—I[BMFaTCJ'[bHaH CHUCTEMA

Tsxenasi, ObICTpOHApACTAIOIAS MBIIIEYHAS CIab0CTh
TenepannzoBaHHasE MBIIIIETHAST TUTIOTOHUS (CUHIPOM «BSI-
JIOro pe0eHKa»)

3anepxKKa IBUraTeIbHOTO Pa3BUTHS

JlpIxaTesibHasl cucTeMa

YacTtble THOEKITUU AbIXaTeIbHBIX CUCTEM
JlprxaTesIbHast HeIOCTATOYHOCTh

Hapymenust qpIxaHust BO CHe

CMepTh OT CepAeYHO-JIerOYHOM HeI0CTATOUHOCTHI

CepeuHO-COCYINCTas CUCTEMA

Tsoxenast KapayuoMerajivsa U KapauoMuornaTus
Cepz[e!n-laﬂ HEAO0CTAaTOYHOCTb

HI/IH.ICBapI/ITe.HLHaH cucremMa

TTpoGyieMbl py KOPMIIEHUMN
Tenmaromeranus
CriieHoMeranust
Makpornoccust

HapacTarommast crabocTh MBIIIII TYJIOBUIIA K HOT
Hapyienue nmoxoaku
3aTpyaHEeHUSI IIPY ITOIbEME I10 JIECTHHULIE
[ManeHus n3-3a Mpob6JIeM ¢ KOOpAMHAIUEH
«KpbLUTOBUIHBIE» TOMATKA
Boab B MbIILIAX

JIpIxaTeIbHast HEIOCTATOUHOCTh
OpTOITHO?

OppITiKa IpK JIETKOH (hM3MYECKO HAarpy3Ke
MHbekym apIxaTeabHbIX MyTeit
JIHEeBHas1 COHJIMBOCTb
YTpeHHsis ros0BHas 00J1b
Hounast runoBeHTHIISIAS

CUMITOMBI BCTPEYAIOTCS PEIKO

3aTpyIHEeHUE MIPU KeBaHUU, OBICTPAsT YTOMIISIEMOCTD JKeBa-
TEJTbHBIX MBIIIIL]
3aTpyaHEHUS TJIOTAHUS
TInoxast mpubGaBKa B Macce/moTepsi MacChl

MPpY CIUPOMETPUM  YKA3bIBAET Ha PECTPUKTUBHYIO JIbl-
XaTeJbHYI0 HEIOCTATOYHOCTh; IPU 3TOM IOKa3aTeaun
®XKEJI B moyioxXeHMM TTallMeHTa JiexKa XyKe, YeM B TT0JIO-
SKEHUU CUIIS.

HocTtatrouHo WHGOPMATUBHBIM METOAOM HCCIIEI0-
BaHus1 npu 6ose3Hu [lomme siBisieTcsl MarHUTHO-PE30-
HaHcHas Tomorpacdust (MPT) mbii. MPT B pexxume T1
ITO3BOJISICT OLIEHUTh TPOMUKY MBIIII] U BISIBUTh CITCIIH-
(rueckue obacTu, rae MblLa MoABEeprHyTa (puOpo3HO-
>KUPOBOM JlereHepaliu, YTO XapaKTePHO JUISI MbILIEUHbIX
nuctpoduii [7].

HccnenoBanue MblllleyHOro 6MoNTara 10Jroe Bpemsi
CUMTAJIOCh OCHOBHBIM METOIOM JAUArHOCTUKU OO0JIe3HU
ITomne. Buoricusi oGHapykuBaeT BaKyoJIbHYI0 MMOMa-
TUIO JIM30COMAJIbHON TPUPOIbI, a TakXKe HaKOIUIEHUE
[JIMKOTEHa, MoaTBepxkaaemoe TmojoxutenbHon LIMK-
peakuueit. OqHAKO JOCTaTOYHO YacTble Cilydyau JOXKHO-
OTpULIATEJIbHBIX PE3YJIBTATOB, 10 MHEHUIO Psijia aBTOPOB,
MOHU3WIN TUATHOCTUYECKUI PEUTUHT TMCTOJIOTMYECKO-
ro MCCJIe[IOBaHUSI, HO MIPU 9TOM OHO COXPAHSIET CBOIO
aKTyaJIbHOCTb B paMkax IuddepeHInaibHOro 1uarHosa.

B ocHoBe OMOXMMMYECKOW IHUAarHOCTUKM 00Jse3-
uu [lomne Jexur onpeneseHue AaKTUBHOCTU KUC-
ot a-1,4-TII0KO3MIa3bl  C IOMOIIBIO  €CTeCTBEHHBIX
WM CUHTETUYECKUX cyOcTpaToB B Kucioil cpeae. Cuu-
TalT, YTO aKTUBHOCTb KUCJIOH a-1,4-T1I0KO31Aa3kl y pe-
6eHKa c 6onesHbplo [Tomme Hke 1%. OmHAaKO yCTaHOB-
JIEHO, 4YTO CTE€MEeHb CHUXEHUS aKTUBHOCTU hepMeHTa
MEeHee BbIpakeHa Y MOJPOCTKOB U B3pOCbIx ull. Criemny-

€T OTMETHUTH, YTO KOPPEISIIIMU MEXIy (hepMEHTaTUBHOMN
AKTMBHOCTBIO U TSDKECTBIO KIIMHWUYECKOW CHMITTOMATH-
KU, TI0 JaHHBIM UccliefoBaTeseit, He ooHapyxkeHo [1].

B mociienHee BpeMsl TIPEMMYIIECTBO OTmaeTcst iry-
OpPOMETPUYECKOMY  METONY  OIpeNesieHUs  KHUCIOM
a-1,4-TrroK031a3bl, KOTOPBI OTJIMYAOT BBICOKAS TO-
CTOBEPHOCTh W HEMHBAa3WBHOCTb. AHAIU3y TOMICKUT
mpoba KpoBM, HAHECEHHAs] Ha IIPOMOKATETbHYIO Oymary
B BUJIE KaIUITM JUAMETPOM 3MM (TaK Ha3bIBaeMbIil Me-
TOIl CyXOTO KPOBSTHOTO IISITHA, OT aHIJIMUCKUX CJIOB «dot
blood sample», DBS), ¢ nocaenytomum dyopomerpuye-
CKMM aHau30oM [8, 9].

Jlo HenaBHero BpeMeHu Tepanusi OosiesHu [lomrme
OTPaHNYMBAJIACH TOJIBKO CHMIITOMATHYCCKUM JICUCHU-
eM W MPOMWIAKTUKON OCToXHeHUU. Tak, Ui mpeno-
TBpAIllCHUS] eMUHEPATU3allMi KOCTEW, XapaKTepHOU
1151 6osie3Hu [loMne, mauveHTaM Ha3HAYaJIMCh Mperapa-
ThI KaJIbLIMS U UeTa, oboraleHHas KajbliieMm u ¢hocho-
pom [10].

B Hacrosiiiiee BpeMsi OCHOBHOW  yIlOp  JieaeTrcs
Ha BO3MOXHOCTH  TIaTOT€HETHMYECKOW  (hapMakoTepa-
. Ha ceromHsAmHuii 1eHb 3aMecTUTebHAsT SH3UMO-
Tepanusi PeKOMOMHAHTHBIM epMeHTOM Maiiozaiim®
(anrmioko3unasza anbda) sBAsIeTCSl €AMHCTBEHHBIM J0-
CTYIHBIM CIOCOOOM JieueHUs 00yie3HU, OJ0OPEHHBIM
MEXIYHAPOIHBIMA ~ MEOUIIMHCKUMM  COOOIIECTBAMU
CIIA u Espomsl B 2006 . B Poccun mperapaT 6bLT 3ape-
ructpupoBaH 31.10. 2013 r (perucTpallMOHHbIN HOMED:
JIT1-002290). MexnyHapoaHOe HernaTeHTOBAaHHOE Hau-
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MEHOBaHUE JIEKAPCTBEHHOTO MpernapaTta — AJINIIOKO3U-
nasza anbda. [IpuHIUIT 3aMeCTUTENIbHOI 3H3UMOTEpaNTuu
COCTOUT B 3aMEILEHUU in situ HegocTalolero GepMeHTa
KUCIOM a-1,4-T110K0311a3bl TIMKOTIPOTEMHOM, CO3[aH-
HBIM TIpY TIOMOIIN TE€HHOW WHXeHepuu. BBeaeHHBIN
BHYTPUBCHHO 3aMCCTUTCIBHBIA TJIMKOMPOTEUH COEIU-
HSIETCS ¢ KATMOHHE3aBUCHMBIMU PEIeTITOpaMU MaHHO-
30-6-bocaTa, KOTOPHI 0OeCIeYnBaeT ero BHeIApPEHUE
B JIM30COMY.

Bosee apdbexTuBHBIM 1151 YesioBeka okaszaics dep-
MEHT, TIOJTyIeHHBII TIPU CUHTE3€ TMYHUKAMU KUTAalCKUX
XOMSIUKOB, U UMEHHO OH OblJ1 PEeKOMEHAOBAH JUIs KJIU-
HUYECKOIo UCMOJb30BaHus. Pe3ynbraThl McciieioBaHuU
Ha XXMBOTHBIX TTO3BOJIWIIA OTPEICIUTh ONTHMATBHYIO
IIJIs 9eJioBeKa o3y mperapata — 20Mr Ha 1 Kr macchl
Tesa, BBOAMMYIO BHYTpUBEHHO | pa3 B 2 Hejl.

OCHOBHOI1 3a/1aueii 3aMeCTUTENbHON H3UMOTepanuu
SIBJIIETCSl coXpaHeHUe (YHKIIMOHATbHBIX BO3MOXKHOCTEM
TaleHTa 1 MPoMUIaKTIKA TTOBPEKICHN OCHOBHBIX Me-
XaHU3MOB MeTabosu3Ma KiaeTku. JanHbie 00 addekTus-
HOCTH 3TOTO BUJIA JICUEHUSI U3BECTHBI YK€ HECKOJIBKO JIET,
HaumHas ¢ 2010 . BbpkrMBaeMocTb — TJIaBHBIN TTOKA3aTeNb
a¢dekTMBHOCTU JieyeHUsI TauueHToB. [lpu ecrecTBeH-
HOM TeueHuU 0osie3Hu [Tomrie ¢ paHHUM 1€0I0TOM CMEPTh
0OBIYHO HACTYTIAET, KaK y>K€ OTMEUaIoCh, B TEUEHUE Mep-
BOTrO rofa »XW3HW peOeHKa, BTO BPeMs Kak MpU Ha3Ha-
YEHWU 3aMECTUTEJbHOI 2H3UMOTEepanuu Bce OOJIbHbIE
32 TOT € CPOK OCTIUCH XUBbI [11]. ¥ GosbiiMHCTBA Na-
LIMEHTOB B PE3YJIbTATe JIEYEHUSI OTMEUEHO YIy4llIeHUEe MO-
TOPHBIX (DYHKIINIA, OTCYTCTBHE HEOOXOMUMOCTH BEHTUIISI-
LIMOHHOM MTOIIEPKKH; OOJTBHBIC CMOTJI OCBOMTH HABBIKI
CUIIEHMSI, CTOSTHUSI, a Takke XonbObl. Bee uccnenosarenu
SMMHOMYIITHBI B TOM, YTO YeM paHbIle HAvyaTo JIeYeHUE,
TeM Bblle ero 3 dekTuBHOCTD [12, 13].

OCHOBHBIMM MapameTpaMu olleHKU 3(hEeKTUBHOCTU
3aMECTUTEbHOW H3UMOTEPAINIUU Y MalMEHTOB C MO3/-
HUM HayaJioM OOJIe3HW OBLTM 6-MWHYTHBIN TECT XOJIb-
661 1 ®XKEJI B mosoxkeHWH TauyreHTa cuasd. JomoHu-
TEJIbHBIE KPUTEPUU BKITFOUAIHM OIICHKY CWJIBI CKEJICTHBIX
MBI, TBUTATEIEHBIX (DYHKIIUI TIPU XOIb0E 10 JIeCTHU-
11e YoaToHa; ucciieoBaHue OMOXMMUYECKUX ITapaMeTpOB
(ypoBeHb KpeaTUH(MOCHOKMHA3BI U aHTUTEN K pEeKOMOM -
HaHTHOMY (bEPMEHTY), OLIEHKY KauecTBa XXU3HU. Pe3yib-
TaThl MOKA3aJIM CTATUCTUYECKHU JOCTOBEPHOE YIyUullleHUE
OCHOBHBIX NapameTpos [ 14].

Bo3MoXHBI TTOOOYHBIE peakilMM Ha BBeJAeHUE dep-
MeHTO3aMellalolero mnpenapara Maio3zaiiM®.  Bosib-
IIMHCTBO MOOOYHBIX PeaKIMii HOCWUJIO JIETKWIA Xapak-
Tep — roJjioBHas 00Jib, MECTHbIE KaTapajbHbIe SIBJCHUS
CO CTOPOHBI HOCOBO#l MOJIOCTU U IJIOTKU, MOKPACHEHUE
JIUIA, KpanuBHULA, TUIEPIUAPO3, OIIYIIEHUE «CTec-
HEHMS B TPyIW», TOBBIIICHUE WJIM CHIDKCHUE apTepH-
aJbHOIO JIaBJieHUs, pBoTa. TsKesble peakuuu — aHa-
wrakcuss — OBUIM 3aperMCTPUPOBAHBI B CIMHUYHBIX
ciaydasix. OouH ciyyail JieTaJbHOro Kcxoja OT Hapylle-
HUsI MO3rOBOr0 KpoBOOOpallleH!sI ObUT 00YCJIOBJIEH ap-

TepUOOa3UIIPHON aHEBPU3MOM, IMArHOCTUPOBAHHOM
ele TpY KU3HM TalleHTa.

o ieyeHust HA Y OTHOTO OOJILHOTO He ObLIO BhISIBJIC-
Ho cneundudeckux IgG anturen k ¢pepmenty. OaHako
Ha (hoHe Tepany OHU OBITH 3apeTUCTPUPOBAHBI BO BCEX
0e3 UCKITIOUCHUST CITyJasiX CO CPeOTHUM YPOBHEM TH-
Tpa antuten 1:6400 u pazbpocoM mokasateneit ot 1:200
o 1:819 200. He ynanoch BBISIBUTH CBSI3U MEXKIY TH-
TPOM aHTHUTEJ W JIBUTATEIBHON CITOCOOHOCTHIO TAllMeH-
Ta, OTPEAEISIEMOI IO TIOKa3aTeIsIM TecTa 6-MUHYTHOM
Xonb0ObI 1 pe3ynbratoM uccienoBanust G2KEJT [15].

JLJIst CBOEBPEMEHHOTO TIPENOTBPAIICHUST BO3MOKHOM
aHaWIAKTMUECKON PeakIIMy 3aMECTUTEITHHYIO SH3UMO-
Teparnuio PeKOMEHIOBAHO MPOBOAUTL C COOJIIOJEHUEM
MaKCUMaJIBHBIX Mep TIPeIOCTOPOXHOCTH. HauanrbHast
CKOpOCTh BBEICHMS TIperapaTa He IOJIKHa TPEBHIIIATh
1 Mr/Kr B yac, ¢ MocjaeayomumM yBeJuyeHueM Ha 2 MI/Kr
BYac Kaxnple 30 MWH, O MAaKCUMaJIBHO IOIYCTUMOM
CKOPOCTH BBECHUS 7 MI'/KT B yac.

Bo ®paHimum niepen JedeHUEM 00s13aTeIbHBIM CUNTa-
eTCsI BHECCHME TTallMEeHTa B PETUCTP C MTOCTICAYIONINM ITpe-
JOCTaBJICHUEM KaXXIble 6 MeC CBEICHUI O €TO COCTOSTHUM.
ITo nanubsIM MexxayHapoaHoro peructpa 6osie3nu [Momre,
B niepuo ¢ 2004—2009 rr. B peructp ObLIM BHECEHBI CBe-
neHus o 742 mammenTax, pudeM 520 (70%) U3 HUX UMenn
6osie3Hb [lomne ¢ mo3mHuM Ae00TOM; 3aMeCTUTEJIbHAs
SH3UMOTepanusl OblTa HazHauyeHa 548 (78%) OONMBHBIX.
K coxanenuto, BmpeAcTaBieHHON 0a3e AaHHBIX OTCYT-
CTBYIOT CBefieHUsT 00 3(P(hEKTUBHOCTH W TIEPEHOCUMOCTH
JICYCHUS, a TAKKe TeUeHnn 00Jie3Hu [16].

B cBsI3M C peaKOCTbIO TTATOJIOTHH, TUIOXWM 3HAHU-
€M 3TOro 3a00JIeBaHUST BpayaMu, ero (heHOTHITUICCKIM
CXOIICTBOM C HEPBHO-MBIIIICYHBIMUA OOJIE3HSIMUA, UCKITIO-
YUTETHHOW Ba’KHOCTHIO CBOCBPEMEHHOW ITMAarHOCTUKHU
U KpaitHelh HeoOX0AMMOCTbIO HarboJiee paHHEro Havaia
MMaTOTCHETUICCKON Tepanuyi TPUBOANM KIMHUYECKOE
HaOJIfOJICHUE C OIMMCAHNEM TaKTUKU JWMArHOCTUKU U Jie-
YyeHus1 00JIe3HU HaKOIIeHUs rimkoreHa, Tui Il (6osiezHu
ITomne) y neBouku 10 jieT.

IMpoGana K. 10 et moctynuia B KJIMHUKY BIEPBbIE
¢ XajjobaMM MaTepu Ha IeWITUT MacChl Tejia, Hapyle-
HHE ITOXOIKM, OOJIM B HOTaX, HEBO3MOXKHOCTb CaMOCTO-
SITETBHO CECTh M3 MOJOXKEHUS JieXa Ha cITiHe. BriepBbie
HapyIlleHNe TTOXOIKM OBLJIO 3aMEYeHO B Bo3pacTte 9 Jier,
MOCJIe NMEPEHECEHHON OCTPOM peCITUPATOPHOI BUPYCHOM
nHbekmu. 1o 3Toro BpeMeHH JIeBOYKa YCIIEIITHO 3aHU-
Majach TaHIIaMd. HeomHoKpaTHBIC 0oOpalieHusT MaTepu
pebeHKa K BpauyaMm TI0 MECTY KMUTEJbCTBA ObUIM Oe3pe-
3yJITaTHBIMK. [lemuaTpbl 1 HEBPOITATOJIOTH CUUTAIIN Pe-
OCHKa 37I0POBBIM, M BCE KaJIOOBI MaTepy OTHOCWIIN K €€
danTazun. OTCyTCTBUE METUIIMHCKOMN ITOMOIIIN TI0 MECTY
JKUTEJIbCTBA 00YCIIOBUIIO HEOOXOIMMOCTb MIPUE3ia CEMbU
B MockBy u obpatienuss B MHU U neauatpum u nerckoi
XUPYPTHH.

Ilpu aHanmu3e pomocioBHON ycTaHOBIeHO (puc. 1),
YTO IEBOYKA OT MOJIOIBIX U 3IOPOBBIX POJIUTENICH, JIAKIICB
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Puc. 1. ®parment ponociosHoii pedenka K. ¢ 601e31b10 HakoIe-
HusA ukorena, Tun I1 (6oae3us [Tomne).

I, 2 — onkonornueckoe 3aboneBanue; I, 4 — TyGepKyes jer-
kux; 11, 4 — 6ponxuanbsHast actMma; 111, 3 — mpobaH ¢ 601e3HbIO
[Momme; 111, 4 — 6one3nn [Momme; 111, 5 — 6poHxuanbHas acTMa.

10 HAIMOHAJIBHOCTU, YPOXKEHIIEB OJHOTO Ceja; OJHAKO
KPOBHOE POJICTBO YCTAHOBUTD HE yaaock. CTajlo U3BECT-
HO, YTO JIBOIOPOJIHAS cecTpa MpobaHaa uMesa Mpru3Haku
Mporpeccupylonieit MblllIeYHO! cJ1aboCTH, NepecTaa ca-
MOCTOSITEJIbHO XOJUTh U yMepJia CKOPOMOCTUKHO B BO3-
pacre 25 JierT.

PeGeHOK OT TpeTheil OaronpusiTHO MpoTeKaBIIeH
0epeMeHHOCTH, BTOPBIX (pusnonsornyeckux ponos. Ilep-
Basi 0EPEMEHHOCTh Y XEHIIMHbI 3aKOHUYMJIACh POXKIEHU-
€M 3I0pOBOTO MajbuMKa, KOTOPOMY B HACTOsIIIIEE BpeMsi
16 neT; BTOpas — MEIULIMHCKUM abopTOM. Y JeBOYKHU
Mpy poxkaeHnn Macca tea 3260 1, ummHa 51 cM. Panaui
HEOHAaTaJbHBII MepUoa MpoTeKal 6€3 OCTOXKHEHUIA.

ITpu noctynieHun B KJIMHUKY oOpallaim Ha cedst
BHUMaHue clieayonie GeHOTUIMYeCKre 0COOEHHOCTU
npobaHna: oueHb HU3Kask (HUXKe 3-TO MEepUeHTWIsI) Mac-
ca Tena (29Kr), acCTeHUYECKOE TEJOCIOXEHUE, CKOJIMO03
IPYIOMNOSICHUYHOTO OT/Ie/1a MO3BOHOUYHUKA |- cTeneHu,
MPOMIOJIbHO-TIONEPEYHOE TUIOCKOCTOIKE, TUMEPTPUXO3
Ha KOXe B 00JIaCTW CIUHBI, TUTIEPMOOWIBHOCTh KPYII-
HBIX ¥ MEJIKMX CYCTaBOB, HE3HAYNTEIbHAS TUTTEPTPODUST
MBIIILIL TOJIeHeH (puc. 2).

IMcuxuyeckoe pa3BUTHE [E€BOYKU COOTBETCTBOBAJIO
Bo3pacty. OCMOTp HeBpOMarojora KOHCTaTUPOBAJI yMe-
PEHHOE CHWXEHHME MBIIICYHOTO TOHYCa B KOHEUHOCTSIX,
OTpaHWYCHUE TBHUIBHOTO CTUOAHUSI B IIPABOM TOJCHO-
CTOITHOM CYCTaBe TIPY OTCYTCTBMY OTPAHUYCHUS ITACCUB-
HBIX IBVXKEHUI B pyKaxX M JeBON HUXKHEW KOHEUYHOCTH;
HEBBICOKME CYXOXWJIbHbIE pedieKChl Ha 00euX pykKax,
TOPIUAHBIE KOJIEHHBbIE pethIeKChl TIPU CHUKEHUM aXWJI-
JIOBBIX U nofoiBeHHbIX, D=S. [1pu BcTaBaHUU 13 110JI0-
JKEHMSI JIeXa MCMOJb30Bajla OTAe/bHbIE BCIIOMOTaTe/b-
Hble TipueMbl. CHJjla MBIIIIL B KOHEYHOCTSIX JOCTATOYHAS,
HO MMeJiach C1adoCTh B aKCUAJIbHOI MycKyJaType (MbIII-
1ax mweu u tyjgosua). [1pu xoapbe orMevasics: Herpyoo
BbIDAXXEHHBIN cTenmnax, Obula HEBO3MOXHOU Xoan0a
Ha nigTKax. B moze PomOGepra ycroiiumBa; majableHOCO-
BYIO ITPOOY BHITIONIHSIA YeTKO. HapylieHrit 4yBCTBUTE b~
HOCTM He 3apeructpupoBaHo. OTKJIOHEHUI B (YHKIIUU
Ta30BbIX OPraHOB He OTMeueHO. OKYJUCT MNaTOJOTUM
HE BBISIBUIL.

HACJIE4ACTBEHHbIE BOJIE3SHU

Ha snextposHueda-
JIOTpaMMe  STUIIPU3HAKOB
1 0YarOBBIX HapyIIeHW
OMOBJIEKTPUIECKOI aK-
TUBHOCTU TOJIOBHOTO MO3-
ra  He 3aperucTpupoBaHoO.
[Ipu 3nekTpoHEHPOMUO-
rpacduu BHISIBJICHO ITOpake-
HHME Ha IIePBUYHO-MBIIIeY-
HOM YpOBHE.

MPT TMOSICHUYHO-
KPECTLIOBOTO OT/ieJ1a O3B0~
HOYHUKA TIaTOJIOTUIECKUX
U3MEHEHUI1I  He roxasaja.
ITpu MPT rosoBHOro mo3sra
KOHCTaTUPOBAaHO yMEPEH-
HOE paclIMpeHue OGOKOBBIX
JKEJTYTOUKOB.

OOcnenoBaHMe cepiala
C TIOMOIIIbIO (PYHKIIMOHAJb-
HbIX METOJIOB (2JEKTPOKAP-
nuorpadusi) BbISIBUIO He-
3HAYUTEIBHYIO CHHYCOBYIO
TaXUAPUTMHUIO  C YACTOTOMU
CEpIEYHBbIX  COKpAIlleHUI
80—97 B MMHYTY; OTKJO-
HEHME BJIEKTPUUYECKON OCcU
BJICBO; 3aMeIJICHUE BHYTPH-
JKEJYIOUKOBOTO  MpOBesie-
HWSI; CUHIPOM paHHEW pe-
TTOJISIPU3AIUY KETyTO0IKOB.
[To maHHBIM 3XOKapauorpa-
¢uu ycraHoBieHa HEOOJIb-
1ast JujaTarnust JeBoro xemxyaouka (40,6 MM, TIpu HOpMe
39 MM), MpoJiaric MUTPAJILHOTO KJlamnaHa.

VapTpa3ByKoBOe CKaHWPOBAaHME OPTAaHOB OPIOITHOM
ITOJIOCTH U TIOYEK OOHAPYXKIIIO aHOMAJTNIO (POPMBI U YBE-
JIMYCHUE KETYHOTO ITy3BIPS; PEaKTUBHBIC W3MCHCHUS
TTOITKETYTOYHOM KeJIe3bl; TPaBOCTOPOHHUI HEDPOIITO3.
PeHTreHonornyeckoe wucciaenoBaHue KOHCTaTUPOBAJIO
HE3HAYMTENIbHBII OCTEONOpPO3, YMEPEHHYIO OCEBYIO Jie-
dopmaiuio kocreii rojeHeir. CiupomMeTpusi CBUAETENb-
CTBOBaJIa O HOPMAaJTbHBIX 00bEMHO-CKOPOCTHBIX TTOKa3a-
TeJISIX.

KimmAanYeckue aHaau3bl KPOBH M MOYM 0€3 M3MEHEe-
Huil. BuoxmMmuyeckue IoKaszaTennd, OTpakaloIlne Co-
CTOSTHME OCHOBHBIX BHIOB OOMEHA BEIECTB, BBISIBUIIN
TTOBBIIIICHUE aKTUBHOCTH psiia hepMeHTOB: KpeaTuHdoc-
doxunassl (357 E/n, Hopma no 190 E/n), nakratneru-
nporeHassbl (728 E/n, Hopma 225-450 E /i), anaHuHaMu-
HotpaHcdepasbl (AJIT — 101 ME/n1, Hopma o 45 ME /)
u aciaprataMuHoTpaHcdepassl (ACT — 96 ME /1, Hop-
ma 10 40 ME/n).

YpoBeHb TOPMOHOB ITUTOBMIHOM U ITapaliMTOBUI-
HOW 3KeJie3 B CBIBOPOTKE KPOBU COOTBETCTBOBAJI HOP-
MaJTbHBIM 3HaueHWsM. [IpoBemeHWe CTaHIAPTHOTO

Puc. 2. Nepouka K., 10 et
c oone3npto Ilomme: actenu-
YecKoe TeJIOCI0KeHe, HU3Kue
NoKAa3areJiM MAcChl TeJA.
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Cemsurura A.H. u coasm. Bose3nb HakorieHus rkoreHa, T 11 (Gonesus [Momme) y neteit

[JII0OKO30TOJIEPAHTHOTO TecTa He OOHAPYKUJIO MATOJIOTU-
YeCKMUX OTKIIOHeHW. MccienoBaHe KpoBM Ha MapKephl
TeIraTuTa 1aJ0 OTPUIIATEIEHBIC PE3YIIBTATHI.

Takum oOpa3oMm, Ha OCHOBaHMM kajao0 pebOeHKa,
CpOKOB MaHM@ecTauuu OO0JIE3HU U UX CBSI3U C Tepe-
HECEeHHBIM WH(EKIMOHHBIM 3a00JeBaHUEM B IPOIIEC-
ce auddepeHUNATBHOTO AUarHo3a HeOoOXOAMMO ObLIO
HCKITIOYUTH ayTOMMMYHHYIO0, BPOXICHHYIO M HaCJIEICT-
BEHHYIO TTaTOJIOTUIO HEPBHOM CUCTEMBI Y MBIIIILI.

BospacT mosiBiieHUs TEepBBIX CUMIITOMOB OOJIE3HU
(5—15 ner), Hanuue 60JIEBOrO CUHAPOMA U MPOTpeccu-
pYIOILE MBIIIIEYHOM CJIA00CTH, TTOBBIIIIEHUE aKTUBHOCTH
TpaHCaMMHAa3 U KpeaTMH(POCGHOKNHA3bI B CHIBOPOTKE
KPOBU CBOMCTBEHHBI TOJTMOMHUO3UTY. OTHAKO OTCYTCTBHE
BOCITAJIUTEIBHBIX M3MEHEHUI B aHaIM3ax Tnepudepude-
CKOIf KPOBU TTO3BOJIMIIO UCKITIOUYUTH 3TOT TUATHO3.

[ToBbIllIeHHAsT YTOMJISIEMOCTb, CJIab0OCTh B KOHEYHO-
CTSIX ¥ U3MEHEHUE TTOXOJAKM TUITMYHBI JIJIST PACCESTHHOTO
CKJIep03a — XPOHUYECKOT0 AEMUETMHU3UPYIOLIETO 3200~
JieBaHUsI ¢ MHOTOo4aroBbiM nnopaxkeHuem LIHC. [1nst pac-
CESTHHOTO CKJIEpO3a XapakKTepHbl TaKXe MMOpaXeHUsI
YeperHbIX HEPBOB, MO3XKEUKOBbIE pacCTPOMCTBa, MHUpa-
MMIHAs CUMITOMATHKA B BUJE TOBBIIICHUS MBIIIEYHO-
IO TOHYCA M CYXOXWJIBHBIX PEhICKCOB, MaTOJOTUICCKUX
MUPAMUIHBIX 3HAKOB. OTCYTCTBUE TIEPEUNCTCHHBIX TTPU-
3HAKOB, a TAKXKE 0YaroBbIX M3MEHEHU 110 TaHHBIM M PT
TOJJOBHOTO MO3ra OKOHYATEJIbHO OMPOBEPrajio HajIUuue
paccestHHOTO CKJIEPO3a y IEBOUYKM.

Bonu B HoOrax u HapylleHHWe MOXOAKM MOIJIHM OBbITh
CJIeICTBUEM HaJIM4Msl Yy MpodaHIa CUHIpOMA <«KECTKOM
KOHIIeBOi HUTU». OgHako orcyrctBue Ha MPT B nosic-
HWYHO-KPECTIIOBOM OTIIEJIe CITMHHOTO MO3Ta YTOJIIECHUSI
U YKOPOYEHUST TEPMUHAIBHOM HUTH, a TAaKXKe HOpMaJlb-
HOE€ PAaCMOJIOXKEHUE TEPMUHAIBLHOIO OT/AE]a CIIUHHOTO
Mo3ra y pebeHKa UCKIII0Yalo U 3TOT IUarHo3.

KanoObl, KoTopble NpeabsBiisiia AeBOYKA U €€ POJi-
CTBEHHUKU, B BUIE CHIXEHUS TEPEHOCUMOCTU (HU-
3UYECKON HArpy3KH, HapyIIEHMUSI MMOXOIKHU, MPU3HAKU
MBIIIEYHOM C€JIa00CTH B OTAEABHBIX TPYMIax MBI,
TUTTIOTOHMST MBIIIL, MCITOJIb30BaHUE BCIIOMOTATEIbHBIX
MPUEMOB, CHIKEHHE CYXOXMWJIbHBIX pedJIeKCOB, TO-
BbIIIEHNE AKTUBHOCTU TpaHCAMMHAa3 W KpeaTHuHdoc-
(oxkMHa3bl B CBIBOPOTKE KPOBM, TPU3HAKKM TEePBUY-
HO-MBIIIEYHOTO  TOpaXkeHUs, 3aperuCcCTPUPOBAHHbBIC
0 pe3yJbTaTaM  dJeKTPOGU3UOJOTUUECKOTO  UCCe-
MOBaHMS, CBUICTEILCTBOBAIM O HEOOXOIUMOCTH IIPO-
BeneHus1 aud@epeHIMaibHOro JauMarHo3a ¢ nporpec-
CUPYIOIIMMU MBIIIEUHBIMU TUCTPOPUIAMU U FPYIIION
CTPYKTYPHBIX UM OOMEHHBIX MUomaTtuii. st ucKiove-
HUS 3TUX 3200JIeBaHU1 ObLIIO HEOOXOIMMO MPOBEACHUE
OGUOIICUY MBIIIICYHOM TKAHU € TTOCIEIYIONIUM aHATN30M
OuoriTata ¢ IMOMOILbIO CBETOBOW W 2JIEKTPOHHON MMU-
KPOCKOTIWH.

Mopdonornyeckoe wucciaenoBaHUEe OuWoNTaTa Mbl-
IEYHON TKaHM TIpobaHIa He BBIABUJIO TATOJOTHYE-
CKUX M3MEHEHUI CO CTOPOHBI COSIMHUTEIBHOTKAHHBIX

000J10UeK, aTakxke HaIUuus aTpodUPOBAHHBIX U HeE-
KPOTU3MPOBAHHBIX MBIIIEYHBIX BOJIOKOH. [Ipu3HaKOB
CTPYKTYPHbBIX MHUONATUII He OOHapyXeHO. 3aperucrpu-
pOBaHa 3HAUMTEJbHAS BAKYOJIM3alMsl MbIILIEYHBIX BOJIO-
KOH. DJIEKTPOHHO-MUKPOCKOMUYECKUI aHaIu3 Ouor-
CUIHOrO MaTepualla BbISIBUJI 3HAYUTEJIbHbIE CKOTUICHUS
BHYTPWJIM30COMAJILHOTO TJIMKOT€HA, YTO CBUIETEJILCTBO-
BaJIO O IPy0O BbIPAXKEHHBIX MOP(OJOTUYECKUX MTPU3HA-
Kax 00JIe3HU HaKOIJIeHUsI rinKoreHa, T I1.

Takum oGpazoM, MOpP(OJOTUYECKUIT aHAIU3 OUOII-
TaTa MbIIIEYHONW TKAHU IMO3BOJUI UCKIIOUUTh Y peOeH-
Ka TPyMIy MpOrpecCUpyIOINX MBIIIEYHbBIX TUCTPODUIL,
aTakXke CTPYKTYpHbIX MMOMNATUH U AMArHOCTUPOBATh
OOMEeHHblE MMUOIATUM, BTEPBYIO oOuepelb, OO0JIe3HU
HakorieHus1 riaukoreHa II m'V Tumos, mporekaromx
C MIPEUMYILECTBEHHBIM MOPAXEHUEM CKEJIETHBIX MBIIIILI.
OtcyTcTBUE y peOeHKa MMOIIOOMHYPUU, XapaKTepHOM
JUISl IMKOTeHo3a V' TuIla, OMpoBeprajo 3TOT IUArHO3,
a JaHHbIE JIEKTPOHHON MUKPOCKOMUY OTHO3HAYHO CBU-
JIETEeJIbCTBOBAJIM B 10JIb3Yy TiMKoreHosa Il tuna

JJ1s OKOHYATEJILHOTO  TIOATBEPXKAEHUST Y MpobaHaa
0osie3HU HakorieHus rukoreHa, tun 11 (6one3nn [Tom-
rne) ObUIO HEOOXOOMMO OIpe/ieSieHUe aKTUBHOCTU KHUCIION
0-1,4-rmoko3uaassl B JMM@OLIMTaX KPOBU U MPOBEACHUE
JHK-auarHoctuky natosioru  (MOUMCK MyTaluid B reHe
GAA). AHanmu3bl BBITIOIHSUIUCH B JTA0OPAaTOpUU I'€HETUKU Ha-
cJeACTBEHHBIX Oosie3Helt oomeHa Beriects MITHLI PAMH.

B npoliecce uccnenoBaHusi yCTAaHOBJIEHO, YTO aK-
TUBHOCTh KHUCJOH a-1,4-T1r0K03uaa3bl B IUMdouTax
cocrtapisiia 4,2 HMoJb/MT B yac (ipu HopMme 13,0—53,6
HMOJIb/MT B 4ac), uTo B 3 pa3a HUKe MUHUMAIbLHOIO 3Ha-
YEeHUSI HOPMbI. 3aKJIIOUYNUTEIbHBIM 3TallOM AUArHOCTUKU
SIBUJIOCH OIpesieJieHre MyTaluii reHa GAA MeToioM Tipsi-
Moro cekBeHupoBaHusl. [IpoaHanuszupoBanbl 19 5K30HOB
(co 2-ro o 20-i1) reHa GAA. BrisiBieHa 3aMeHa TJIMIMHA
Ha CEepUH B MOJIOXEHUHU 334 B TOMO3UTOTHOM COCTOSIHUU
(c.1000 G>A p.Gly334Ser), onucaHHast B 6a3e JaHHBIX
no mytauussMm HGMD (puc. 3). Hanuuue nByx mucceHc
MyTalMi, MO-BUAUMOMY, OOYCJIOBUJIO OTHOCUTEIbHO
JIETKYIO CHUMIITOMATHUKY 3abosieBaHUs. Y IEBOYKHU TIpa-
KTUYECKM OTCYTCTBOBAJIM MPU3HAKU TMOpaXKeHUs cep-
JIEYHO-COCYIUCTON 1 OpOHXO0JIErOuHOM cructeM. PebeHok

c.1000 G=4&, p.Gly334 Ber

Puc. 3. ®parment xpomaTorpamMmbl npodanaa ¢ pesyIsTATAMH
CEKBEHHPOBaHHs 6-10 3K30Ha reHa GAA.
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Cemsurura A.H. u coasm. Bose3nb HakorieHus rkoreHa, T 11 (Gonesus [Momme) y neteit

MOATOTOBJIEH K MPOBEAECHUIO (DEPMEHTO3aMECTUTENbHOM
Tepanuu reHHO-MHXXEHEPHbBIM MpernapatoM Maiiozaim®,

Taxum 06p3.30M, IpaBUJIbHasA M CBOCBPEMEHHAA I10-

CTAaHOBKa AMarHo3a JOoJKHa CrocoOCTBOBAaTh Ha3zHaye-
HUIO TIATOreHETUYECKON Teparvu, IpenoTBpalliaroeii
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OPUINHAJIbHbBIE CTATbU HACJIE4ACTBEHHbIE BOJIE3SHU

Cunzapom Buibcona— MUKHTH — peIKoe XPOHHYECKOe HHTEPCTHIIMAIbHOE 3200/1eBaHne
JIETKUX HOBOPOXKIEHHBIX

J.1O. Oscannuxos, M.B. Hapoean, M. A. beaswosa, A.A. Kpywenvnuyxuii, JI.JI. Bopona

Poccuiicknin yHuepcuteT apyx06bl HAPOAO0B; HayyHbI LLEHTP akyLlepcTBa, MMHEKONOrMM 1 NEPUHATONIOMNN
M. akag. B./. Kynakosa; Hay4HO-NpakTUY4ECKUI LLEHTP MEOVLMHCKOMN NOMOLLM OETSIM C NOPOKaMm pa3BmnTus
YyepenHo-nnueBon 061acTn 1 BPOXAEHHbIMU 3ab0neBaHNAMM HEPBHOM cucteMbl, Mocksa

Wilson—Mikity syndrome is a rare chronic neonatal interstitial lung disease

D.Yu. Ovsyannikov, M.V. Narogan, M.A. Belyashova, A.A. Krushelnitsky, L.D. Vorona

Peoples’ Friendship University of Russia, Moscow; Acad. V.l. Kulakov Research Center of Obstetrics, Gynecology,
and Perinatology, Moscow; Scientific-and-Practical Center for Health Care to Children with Craniofacial Malformations
and Congenital Nervous System Diseases, Moscow

Cunzpom Buibcona— MEKHTH — MHTEPCTHIMAJIbHOE 3200/1€BaHue JIETKHX HOBOPOXKIEHHBIX, BO3HUKAIOIIEEe HA IEPBOM — BTOPOM
MecsIe KHU3HA M XapaKTepu3yIomeecs: MO3IHAM Pa3BHTHEM KHCJIOPOI03aBHCHMOCTH. DTHOJIOIHS 3a00J€BaHNS — HEM3BECTHA.
IIpuBenensl cBeeHUs O BO3MOXKHBIX 3THOJIOTHYECKHX (paKTOpax, nmaroreHese, naroMopgoornu, KIMHUIECKOM, PEHTIeHOI0rOrt-
9eCKOii ¥ KOMIBIOTEPHO-TOMOTPAdHIECKOi KAPTHHE JAHHOTO PEIKOro 3adosreBanus Jerkux. Ha ocHoBaHMM aHAM3a HAO.II0XEHHIA
61 nauuenTa, npeacTaBieHHbIX B uTepatype ¢ 1960 no 2008 r., ycranoB/ieHa 3aBUCMMOCTh MaHU(DeCTAIIMU CHHAPOMA OT BO3pacTa
M CTeneHH HeIOHOIEHHOCTH, HCXO/IbI 3200 1eBaHus. JIaHbI pe3yabTaThl COOCTBEHHBIX HAOTIOIEHHI 7 MALMEHTOB ¢ CHHAPOMOM BuJib-
cona— MUKHTH, B TOM YKCJI€ KAPTHHA BHICOKOPA3PENIAONIEii KOMIBIOTEPHOIT TOMOrpaduu.

Kntouesoie crosa: demu, Ho8opodcoeHHble, cuHOpom Buascona— Mukumu, xpoHuuecKkue 3a601e8aHUS 1€2KUX HOBOPOIUCOCHHbIX, duae-
HOCMUKQ, 8bICOKOPA3Peuauias KOMnbOMepHas momoepagus.

The Wilson—Mikity syndrome is a neonatal interstitial lung disease of unknown etiology, which occurs between 1 and 2 months of age
and which is characterized by late development of oxygen dependency. The paper gives information on the possible etiological fac-
tors, pathogenesis, pathomorphology, and clinical, X-ray, and CT patterns of this rare lung disease. Analysis of 61 cases described
in the literature from 1960 to 2008 established the relationship of the manifestations of the syndrome to age and degree of prema-
turity, as well as disease outcomes. The authors give the results of their observations of 7 patients with Wilson—Mikity syndrome,
including the pattern of high-resolution computed tomography.

Key words: neonatal infants, Wilson— Mikity syndrome, chronic neonatal lung diseases, diagnosis, high-resolution computed tomog-
raphy.

uHapoMm Bunbcona—Muxkutu (kom B MKbB-10 —

P27.0) — mHTepcTULIMaIbHOE 3a00J1€BaHNE JETKUX
HOBOPOXJEHHbIX, BO3HUKAIOIIEE HA NMEPBOM — BTOPOM
MecsIle XKM3HU U XapaKTepu3ylollleecsl MO3JHUM pa3BU-
TUEM KUCJIOPOAO3aBUCUMOCTU. DTUOJIOTUS 3a00JI€BaHUS
HeU3BeCTHA. DMOHMMHOE Ha3BaHue 3a00JIeBaHUsI TPOUC-
XOAUT OT haMunii aMmepukaHckux neauatpa M. Wilson
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Haporan Mapuna BUKTOpOBHa — JI.M.H., B.H.C. OTA€JIEHUS MATOJIOT U
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JTio60Bb [IMutpueBHa Bopona — K.M.H., Bpau-HeoHaTosor HayuHo-mpakTu-
YECKOro LIEHTPa MEANLMHCKOM IIOMOILM JAETAM C TIOPOKAMU Pa3BUTHUSI Yeper-
HO-JIMLEBOI 00J1aCTH ¥ BPOXKICHHBIMU 3a00JI€BAHUSIMUA HEPBHOI CHCTEMBI
119620 Mocksa, yJ1. ABMaTOpOB, 1. 38

u peHTreHosora V. Mikity, koropsie B 1960 . HabonamM
y 5 HETOHOIIEHHBIX JETeH, POTUBIIUXCS C MacCO Me-
Hee 1800 1, «<HOBY10 (hOpMY AbIXaTEIbHOTO 32001€BaHUSI».
B cBoeil ctarbe aBTOpbI COOOIIMIM, YTO 3abosieBaHUE
MPOTEKaJI0 OECCUMITTOMHO B T€UECHUE HECKOJIBKUX THEH
WM Jaxe Heledb TMocjie POXICHUsI, a3areM MaHude-
CTUPOBAJIO BBIPAXKCHHOM ONBINITKON W ITMAaHO30M. 3aTeM
y OOJIBHBIX, KaK TIPaBWIO, TOSIBISUTNCH TPU3HAKM Jie-
royHoro cepama. OTMevanach HOpMaibHasT TeMIlepary-
pa Teja, OTCYTCTBOBAJIW BOCTAIMTENBHBIC W3MEHEHUS
B 001LeM aHaiu3e KpoBu. McuepnbiBatoniue jadopaTop-
HBIC TECTHI HE CMOTJIM BBISIBUTH KaKUX-TM00 MHOEKIIN-
OHHBIX areHTOB MJIM CUCTEMHBIX 3a00JICBaHUM, CBsI3aH-
HBIX C UMEIOLLEeHCs IerouHoi narosorueit. Kpome Toro,
y BCeX IMAllMEHTOB Ha PEHTTeHOTpamMMax OPTaHOB TPYI-
HOW KJICTKW BBISIBJISUTH CTICIM(UISCKIE PEHTTCHOIOTH-
yeckue uamMeHeHus [1].

C MoMeHTa TyOJIMKAIMU TIePBOTO OTMCAHUS eIu-
HUYHBIC CTy9an 3a00JieBaHUSI ObLTA 3aperuCTpUpOBa-
Hbl B densepe [2], bantumope u bocrone [3], Hbio-
Hopke [4], Lseituapuu [5], Kaname [6], ABcTpanuu

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEAUNATPUN, 4, 2014




O6CAHHUK08 ,ﬂ 0. u coasm. CI/IH[[p()M Bunbcona—Mukutu — PEIKOE XPOHNUECKOE MHTEPCTULIMAIBHOE 3a0051eBaHKE JIETKUX HOBOPOXXIEHHDBIX

[7], Utanuu [8], Hurepuu [9], Anrauu [10] u apyrux
ropojaax u crpaHax. OueBUHO, UYTO JaHHOE 3a0oJieBa-
HUE MMeeT IIMPOoKoe reorpaduyeckoe pacnpocTpaHe-
nue. B Poccuu makcumanbHoe ynciio HaomoaeHuit (12)
npuHamiexutr B.®. bakinanosoit 1 M.W. BnagbikuHol
(1978) [11]. ITo npuurHaMm, Moka euie He ICHbIM, YaCTO-
Ta CUHApoMa BuimbcoHa—MUKUTH 32 TTOCIIETHNUE TOIBI
pe3KO YMEHBIIWJIACh, €ro TUMTUYHAsT (hopMa CTaHOBUT-
cs penkocThio. [To nanHbiM A. Hoepker u coaBrt. (2008),
yacToTa CUHApoMa cocTasiisseT MeHee yeMm 1 Ha 10 000
HOBOPOXKAEHHBIX [12].

DTuosiorust cuHIpoMa BuibcoHa—MuUKUTH ocTaeT-
cs1 HesICHOU. Pe3ysbraTel JabopaTOpHBIX MCCIIEIOBAHMIA,
BKJTFOUABIITNX TTOCEBBI Ha 0AKTEPUU U TPUOBI, CEPOJIOTH-
YecKHe TeCThl Ha CU(MWINC M PecTIMpaTOpHBIC BUPYCHI,
TecT CabuHa-DenpiMaHa Ha TOKCOILIa3MO3, B TIOIABIISI-
ollleM OOJIBIIMHCTBE HAOMIONEHUI ObUIM OTpULIATENb-
HbeIMU. KpoMe Toro, TpOBOIMIIUCH WCCIICIOBAHUS Ke-
JIYIOYHBIX CMBIBOB Ha HaJM4KMe KHUCIOTOYCTOMIUBBIX
OakTepuii, KOXKHbIE TPOObI HA TYOEPKYJIe3, KOKIIMANOMU-
KO3 U TMCTOIIa3MO3, TaKXe OKa3aBIlMeCs] OTpULIATEb-
HBIMU. B aHaimM3ax Kaja oTMeJaich HOpMaJIbHBIC TTOKa-
3aTeNv TPUTICUHA U XUMOoTputicuHa. [Tpu 6poHXOCKOmr
u OpoHxorpaduy BBISBISIIOCh HOPMAaJBHOE CTPOCHUE
OpOHXMAIBHOTO NepeBa. AHATU3 KYJbTYphl TKaHM, TIO-
JIyUeHHOM Mpu OMOTICUM, Y OOJBIIMHCTBA OOJIBLHBIX ObLIT
oTpulIaTe/IbHBIM Ha Hanuuue BupycoB [1—10]. OgHako
J. Butterfield u coaBt. (1963) B omHOM cjlydae BBIIEIWIN
Bupyc ECHO, tun 19 [2], a B HabmoaeHun C. Sinnette
1 coaBT. (1967) 13 HOCOTJIOTKU pebeHKa ¢ JaHHBIM CHH-
npomMoM ObL1 BbiiesieH Bupyc ECHO, Tun 7 [9]. P. Reittner
u coanT. (1998) mpencraBuau HaOmoneHUe pedeHKa
¢ cMHIpPOMOM BuiibcoHa—MWUKWUTH, Y KOTOPOTO TIPH TH-
CTOJIOTMYECKOM MCCIICIOBAHUY TKAHU JIETKOTO B 9HIOTE-
JIMATBHBIX KJIETKAX BEHYJ M KaITWJUISIPOB, B TTHEBMOITUTAX
I1 Tuna u anbBeosIpHBIX MaKkpodarax ObLIM OOHAPYKEHbI
YacTUlIbI LIUTOMerasioBupyca [13].

E. Burnard u coaBr. (1965) npeamnosoXuin, 4To eTUH-
CTBCHHBIM 3THOJIOTUYECKUM (DAaKTOPOM JTaHHOTO CHH-
JpoMa SIBJIIeTCsl MaJiblii (MeHee 32 Helr) recTallMOHHBIR
Bo3pact [7]. Bmecte ¢ Tem no3aHee J. Hodgman u coaBT.
(1969) nonoxuau o cepuy HabIOAeHWI 13 29 MalMEHTOB
(HauOosbllIee YUCII0 HAOIIOACHUI B MUPE), 5 U3 KOTOPbIX
pomwch Ha 33—36-1i Henmeste rectauuu [ 14].

[ pyrue aBTOPHI MIPEIITOIATATH, YTO TaHHBII CHHIPOM
SIBIISIETCST CICICTBIEM aHATOMUYECKOTO U (DYHKITMOHATb-
HOTO HETOPa3BUTHS IBIXaTETbHBIX ITyTSH WM TIOBTOPHBIX
acriupanuit [15]. O. Bahdassarian u coaBt. (1963) mns
XapaKTepUCTUKU U3MEHEHUH JIETKUX Y OOJIbHBIX C CHH-
IpoMoM BuitbcoHa—MUKUTH TIPEIUTOXUITN TEPMUH «JTe-
rOYHasi He3peJOCTh», XOTS B UX MCCIIEOBAHUN OTCYTCT-
BOB&JIM KOJIMUYECTBEHHBIC MCCICIOBAHUS aTbBEOJISIPHOMN
npoudepaluy y naieHToB [3].

M. Fujimura u coaBt. (1983) obHapyxuau y aerei
C CMHIPOMOM BwiibcoHa—MMUKUTH BBICOKUI YPOBCHB
obitero IgM B cbiBOpoTKe KpoBU B l-fi AeHb mocie

pOXAeHUs. DTa Xe TpyIla aBTOPOB ONKcCala BbICOKYIO
YaCTOTY COYETaHUsI XOPUOAMHUOHUTA y MaTepeil U CUH-
npoma BusibcoHa—MMUKUTU Yy UX JeTeil, TONOOHO TOMY,
KakK 3TO MMEET MECTO Yy HOBOPOXJIEHHBIX C OpOHXOJie-
royHoi mucrasueit [16, 17]. YpoBeHb 3jacTa3o-mpo-
TEMHA3HOTO WMHTUOMPYIOLIEr0 KOMIUIeKca MoJIuMopd-
HO-$IIEPHBIX JIEWKOLUMUTOB ObLT 3HAYMTEJIbHO MOBBILIEH
B acnuparax u3 Tpaxeu y 00bHbIX aeteit. CuuTaercs, yTo
9TO yBEJIMYEHUE BbI3BAHO BHYTPUYTPOOHON MHbEKIME
W SBJISIETCS TIPUYIMHOM TTOBPEXICHUS JIETKUX U PAa3BUTUS
9MbU3EeMbI JIETKUX, XapaKTePHON /ISl JaHHOTO CUHAPO-
ma [18]. Kpome Toro, y matepeit aeTeit ¢ pa3BUBIINMCS
cuHIpoMoM BuibcoHa—MukuTu Habtonanach BbICOKasI
4yacToTa BJarajJulIHbIX KPOBOTEUYEHUI BO BpeMs Oepe-
MEHHOCTU. bepeMeHHOCTb U POJibl YaCTO OCJIOXHSIUCH
MpeXIeBPEMEHHBIM Pa3pbIBOM ILIOIHBIX 000JI0UEK, Mpe-
KIEBPEMEHHOU OTCIONKON HOPMaJIbHO pacloI0KEHHOMN
TUIALICHTBHI, TIpeUIeKaHeM TUTalleHTHI [ 14].

CunapoMm BunbcoHa—MuMKUTH pa3BUBaeTCsl Ipe-
MMYLIECTBEHHO Y JieTeli ¢ O4eHb HU3KOI Maccoi Tesia npu
POXIIEHUHM, FeCTallMOHHBIM BO3pacToM MeHee 32 Hell, ero
4acToTa CpeJr XPOHUYECKHUX 3a00JIeBaHNIA JIETKUX HOBO-
POXIEHHBIX COCTABJISIET, IT0 HAIIMM JAaHHBIM, 4,3% [19].
Haubonee Tsxeno 3adojieBaHMe MPOTEKAET y HAUMEHEE
3peJiblX MilaJieH1eB. 3abosieBaHue yale MaHudecTupyeT
Ha 5—35-i1 IeHb XU3HU; B JIUTEpaType Takxke cooOIa-
€TCsl 0 BO3HUKHOBEHUM CUHApPOMA Y JIeTell B BO3pacTe
ot 1 nust no 15 Hen xwu3nu [1, 3, 9, 12, 14, 15, 20-25].
B HeckoNbKMX HaOMIOAEHUSIX Yy AETeil ¢ CUHAPOMOM
BunbcoHa—MUKNATA B MepBble THU XW3HU BO3HUKAI
pECTIUPATOPHBIN JAUCTPECC-CUHIPOM HOBOPOXKICHHbIX,
YTO MOTPEOOBAIO MPOBEAEHUSI KUCIOPOIOTEpAlIUU, KY-
nupoBaBluiics Ha 3—4-e cyTKu Xu3uu [12, 14].

CornacHo KJlaccuyeckomy onucanuto M. Wilson
u V. Mikity  (1960), HaxomsameMy TIOOTBEpPXKICHUE
W B IPYTMX HAOMIOACHMAX, TIEPBBIMU KIMHUYECKUMU
MpuU3HaKaMK 3a00JIeBaHUsl SIBJISIIOTCSl TaXWUIHO3, IUa-
HO3, OJIbIIIIKA C BTSKEHUEM YCTYIMUMBBIX MECT B 00JIaCTU
TPYOIUHBI U MeXpeOepHBIX MPOMEXYTKOB (peTpakium),
MOBTOPHbBIE MPUCTYIIbI AITHOD, B TOM YKCJIE COMPOBOXKIA-
o1uecst Opagukapaueii [ 1]. AHO? SBISIIOTCS] «<BU3UTHOM
KapTouKoii» 6osie3Hu. [1o Mmepe nporpeccupoBaHus 3a60-
JIeBaHUsI TIOSIBJISIIOTCS Kalllesb, 1IMaHO3, YCUJIMBAIOLIUIA-
csl TIpM HarpysKe, KOTOPBI CTAaHOBUTCS AUMGY3HBIM,
sMbu3eMaTo3HOE B3AyTUE IPyAHON KiaeTku. YacroTa ibl-
XaTeJbHBIX IBWXKeHUi Hepenko 100 B MunHyTty. TskecTb
JIbIXaTeJbHOI HEIOCTATOYHOCTH IOCTUTAET CTENEHU KUC-
JIOPOAO3aBUCUMOCTUA Y BCEX MAIMEHTOB, UTO SIBJISIETCS
MapKepoM JIaHHOTO cuHApoMa. B nmepBoHayaaibHOM OMU-
CaHUW CUMTAJIOCh, YTO XPUITbI B JIETKUX HE BBICITYIIMBA-
I0TCSI 10 MOMEHTA MOSIBJIEHUSI CEPACYHOI HE0CTATOYHO-
ctu. JIuxopaaka BO3HUKAET JIUIIb MPU MPUCOCTUHEHUU
OCTpOIi pecrupaTopHoil UHMEKIIMU, KOTOpasl 4acTo sIB-
JisieTcsl IPUYMHON perocnuTain3auuu. Poct u pazputue
HE3HAYUTEJIbHO OTKJIOHSIIOTCSI OT HOPMBbI, 32 MCKJIIOYE-
HUEM cJlyyaeB MPUCOEIUHEHUsI UHMEKIMU WIK Pa3BU-
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TUS OCJIOXKHEHUI — JIETOYHOI TMINEePTEeH3UU U JIETOYHO-
ro cepaua. [1pu GiaronpusTHOM TeYEeHUU 3a00JIeBaHUS
CUMITOMBI JbIXaTe€IbHON HEIOCTATOUHOCTU MEMJIEHHO
yracaroT B TeU€HUE HECKOJIbKUX HEeJleb UM MECSILIEB.

JlerouHasi rumepreH3usi W JIETOUHOE Cepile pac-
CMaTpUBaIUCh B KauyeCTBE ONHMUX M3 BEAYLIUMX MPUUYUH
JIETAJIbHOTO MCXO/Ia Yy AeTell ¢ cuHApoMoM BuiibcoHa—
Muxutu. ITo csenenusim H. Grossman u coast. (1972),
y 2 u3 5 iereit ¢ TaHHBIM CUHIPOMOM, OCJIOXKHEHHBIM Jie-
TOYHOI TUIEepPTeH3Uel, MPU KaTeTepu3alluu MpaBbIiX OT-
JIeJIOB cep/la BepudULMPOBAHbI CYyNPACUCTEMHBIE YPOB-
HU JaBjieHusl B JierouyHoi aprepuu. [Ipu aHruorpaduu
y BCeX MalMEeHTOB HAOJI01aI0Ch CyxXeHue nepudepuye-
CKHUX OTIEJIOB JIETOUHbBIX apTepuii, 00OyCIOBIEHHOE CMe-
IIEHUEM COCYIOB MEPepacTSHYTbIMU YYacTKaMU JIETKUX
[26]. B coBpeMEHHBIX YCIOBUSIX 4acTOTa JIETOYHOM TH-
MepTeH3uu npu cuHapoMme BuibcoHa—MuUKUTU yMEHb-
muiack. Tak, mo naHHbiM A. Hoepker u coaBt. (2008),
u3 8 neTeil, BKIIOUEHHbIX B 0030p, Julib y | pebeHka
Obl1a 3aperucTpupoBaHa JerouHasi runepreHsus [12].

Ipu cunapome BuiibcoHa—MUKUTH HAOIIONAIOT-
cs ocobble peHTreHorpaduueckue uaMeneHus. Cienyer
OTMETUTb, UTO y YACTH MAIMEHTOB Ha PEHTTeHOrpaMMax
OPraHoOB TPYAHON KJIETKM OTMEYalOTCsl XapaKTepHbIE,
a MHOTJa pa3uTe/ibHble U3BMEHEHMSI, B TO BpEMsI KaK KJIu-
HUYECKUE CUMIITOMbI OTCYTCTBYIOT WJIM BbIPaXKEHbI yMe-
peHHo. Tak, yxe B IepBoil cepuu HaAOJIIOAEHUI Y OTHOTO
pebeHKa U3MEHEHMsT Ha peHTreHorpaMMe ObUTU OOHAapy-
>keHbl 32 10 [Hel 10 MosIBJICHUS IEPBBIX PECTUPATOPHBIX
cumnTomMoB [ 1]. B npyrux ciayuyasx Bo Bpemsi MaHubecTa-
LIMU Kakue-JIubo MmaTojornyeckue U3MEHEHUsI Ha peH-
TreHOBCKMX CHUMKax He oTMevatorcs [14].

Cormacio H. Grossman u coaBT. (1965), BbImensI-
I0TCSl TPU peHTreHorpaduueckue CTaauu CUHIPOMA
BusnbcoHa—MukuTu: ocTtpasi, mpoMexyTouyHasi, pas-
peuieHue. B ocTpylo cranMio Ha peHTreHorpammax
OpPraHoOB TPYAHON KJETKM, BBIMOJHEHHBIX B MOMEHT
BO3HUKHOBEHUSI KIMHUYECKOW CUMMOTOMATUKHU, BU3Y-
AJIM3UPOBAJICH IBYCTOPDOHHUI PETUKYIOHOMYJISAPHBIN
WM PETUKYJSIPHBINA MAaTTepH C MaJ€HbKUMU, KPYTJbl-
MU Mpo3payHbiMU (doKycaMu, MPUAAIOIIMMU JIETKUM
«Iy3blpuathblit» BuA. Takxke oOWMM MPU3HAKOM ObLIa
reHepaJiM30BaHHasl TUMEPBO3AYIIHOCTh. Yepe3 He-
CKOJIbKO HelleJb WM Jake MeCsILIEB PEHTreHOJ0ThYe-
cKasl KapTuHa u3MeHsieTcs. B mpomMeXyTouHylo cTaauio
MOSIBJISIIOTCSI TPYOble TTOJOCOBUIHBIE YIIJIOTHEHUSI, UC-
XOJs1IMe U3 KOPHEU Jierkux, HauboJiee 4acTo JoKalu-
3ylollMecsl B BEPXHUX J0JISIX. B 9TO BpeMs KUCTO3HbIE
00pa3oBaHUsI B OCHOBAaHUSIX JIETKUX YBEJIWUYMBAIOTCS
u cauBatorcsi. HuxxHue moau cTaHOBSITCS MepepacTsi-
HYTbIMU, C TOBBIIIEHHOW MPO3payHOCTbIO, HabJII0AA-
ercs yrouieHue auacdparmbl. [losHoe paszpelieHue
U UCYE3HOBEHUE PEHTTEHOJIOTUYECKUX U3MEHEHU
mpoucxoauT B Bo3pacte 3—24 mec. KnuHuyeckoe BbI-
3[I0pOBJIEHUE OOBIYHO HACTYMAET paHbllle, YeM pas3pe-
1IeHWEe PAAUOJIOTUUYECKUX U3MEHEHU I, KOTOPbBIE B Psilie

OPUINHAJIbHbBIE CTATbU HACJIE4ACTBEHHbIE BOJIE3SHU

cllyyaeB COXPaHSJIMCh B T€YEHUE MHOTUX MecsileB [4].
B cepun nabmomenuit J. Hodgman u coast. (1969)
y OTHOTO TAIIMEHTa B BO3pacTe 6 JIeT MPU OTCYTCTBUU
KIMHUYECKOW CHUMITOMATUKW OTMedajiach yCTOMYM-
Basi THUIIEPBO3MYITHOCTh HEKOTOPOW YacTW JIETKHUX,
ay OCTAJIbHBIX BBDKWBIINUX MITaICHIIEB HaOJI0NaIoCh
MMOJTHOE pa3pelleHue PEHTTeHOJOTUICCKON KapTHHBI
[14]. Opyrue ucciaeaoBaTeau BbIACISIOT IBE PEHTIEHO-
JIOTUYECKUE CTaluu CUHIpoMma BuiabcoHa—MWUKUTH,
mpuyeM y 50% TaluneHToB B MEPBYIO CTaaUI0 HE peru-
CTPUPYIOTCS KaKNe-JTMO0 MaTOJIOTMIeCKUe NU3MECHEHUS.
Bo BTOpYy!10 cTaguio odHapyxuBatoTcs nuddy3Hble Ku-
CTO3HbIe 00pazoBaHus U runepuHdsus [12].

P. Reittner u coast. (1998) mpuHamaexuT mnepBoe
B MUpPE HaOJIIOIEHNE, TeMOHCTPHUPYIOIIEe BOZMOXKHOCTH
BbICOKOpa3pelialoeid  KOMIbIOTEpHOI  ToMorpaduu
npu cuHapome BunbcoHa—Muxkutu. daHHBIA MeTOx
HCCIIeIOBaHUS TTO3BOJIMJI YCTAHOBUTH BOBJICUCHUE B ITa-
TOJIOTUIECKUI TIPOIECC MaJIbIX IIBbIXaTeJbHBIX ITyTeH,
04YeM CBUIETECLCTBOBAA JIOOApHAs TUTIEPUHMIISAIINS,
VIUTOTHEHWE TTepUOPOHXOBACKYJIIPHOTO M MEXIOJICBOTO
WHTEPCTULIMS ¢ BOSHUKHOBEHHWEM OOITMPHBIX TTApEeHXU-
MaTO3HBIX ITOJIOC, PACITOJIOKEHHBIX Ha Tepudepun Jier-
kux [13]. Takxe rpu KOMMOBIOTEPHOU TOMOrpauu MOTYT
OTIPEACTSATHCS aTeIeKTa3bl, BO3AYIIHBIC JTOBYIIKU W KHU-
CTO3HbIe 0Opa3zoBanus [12].

P. Reittner u coasrt. (1998) BbicKazanu Mpeanoaoxe-
HHE O BO3MOXHOW COITyTCTBYIOIEH BUPYCHOW WH(pEK-
mn. [MCToMOTHYeCKN YIIOTHEHWE WHTEPCTUINS OBLTO
CBSI3aHO C KJIETOYHBIM BOCTIAJICHWEM W THITePIUIa3ueit
[JIAIKOMBIIIIEYHBIX BOJIOKOH, TI0O WX MHEHMIO, I1aTo-
THOMOHWYHBIMM [UTSI CHUHApoMa BwibcoHa—MuKUTH.
YyacTKu NOJbKOBOM TUNEPUHGIISLMMU Jiydlle OToOpa-
KaJIUCh Ha 9KCIMPATOPHBIX CHMMKaxX. IlpuMeHeHUe
KOMITBIOTEPHOM TOMOTpachuy TTO3BOJIMIIO BBISIBUTH, UTO
TTOJTHOE pa3pelieHre HACTYTaeT He paHblile, Y4eM peOeHOK
IOCTUTHET 7-MeCcsTIHOTO Bo3pacTa. [1o MHEHNUIO aBTOPOB,
KOMITbIOTEpHAsT TOMOTpadusi UTpaeT IBOWCTBEHHYIO POJTb
MIPY BeICHUHY TTAIMEHTOB ¢ CHHIPOMOM BrutbcoHa—Mu-
KUTU. Bo-TIepBBIX, OHA MMO3BOJISICT YTOYHUTH XapaKTep-
Hble 0COOEHHOCTU 3a00JIeBaHUsI HA HAYaJIbHBIX CTAUSIX,
KOTIla TaHHBIC PEHTIEHOTPaMM SIBIISTIOTCS HecTelndud-
HBIMU; COOTBETCTBEHHO MOXKET OBITh HavyaTo paHHee
JIEUEHUE U CyXKaeTcsl CrieKTp 3aboseBaHuil nipu nudde-
PEHIIMATLHOM MarHOCTUKE. BO-BTOPHIX, KOMIThIOTEpHAS
ToMorpacdusi OYeHb TOJIe3HA TIPU OIPEIeICHUH JIOKa-
JIN3AIUU, CTETICHU W TSDKECTH 3a00JIeBaHUS U YCTAaHOB-
sneHuu 3¢ dektuBHocTy JiedeHus [13]. Takum oGpasom,
cuHIpoM BuibcoHa—MUKUTH OTHOCUTCSI K WHTEPCTHU-
LIMAJTLHBIM 3a00JIEBAHMSIM JIETKUX y IETCH, UYTO COBITaIaeT
¢ mHeHueM A. Hoepker u coaBt. (2008) [12]. Takxe naH-
HBIY CUHIPOM MOXET OBITh OTHECEH K O0JIE3HSIM MEJIKUX
ITBIXaTeIbHBIX ITyTEH.

B 1a6s1. 1 060061eHbBI TaHHBIC 0 61 HAOMIOICHUY CUH-
npoMa BuibcoHa—MUKUTH, TIpeACTaBICHHBIC B TOCTYII-
HoOU uTepatype B rrepuox ¢ 1960 mo 2008 .
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Tabnuya 1. Knunuko-aHaMHeCTHYECKAS XAPAKTEPUCTHKA NAIMEHTOB M MCXO0bI cuHapoMa Buascona—Mukurn [1, 3,9, 12, 14,

15, 20-25]

XapakTepucTrka

Yacrora, a6c. (%), n=61

Macca Tena rnpu poxaeHuu, T:
500—999

1000—1499

1500—2499

2500—4000

Tlon:

MaTbYUKI

JIEBOYKU

lecrarmmoHHEbIIT BO3pacT, Hex
24—28

29—33

34—37

38—42

HeTt nanHbIX

Bospact knmHmnueckoit MaHubeCcTaluy, THA XU3HU:
1—10

11—20

21—30

>30

Hcxon:

JIeTaJIbHBII

BBI3IOPOBJICHNE

HET JaHHBIX

14 (23)

33 (54)

13 21)
1(2)

37 (61)
24 (39)

26 (43)
21 (34)
6 (10)
1(2)
7(11)

23 (38)

15 (25)

19 (31)
4(6)

19 (31)
35 (58)
7(11)

[Taromopdorornyeckre Mpu3HaK CUHApPOMa Buitb-
coHa—MUKUTHU TaKue Xe SIPKHe, KaK PEHTIeHOJIOTHYIe-
CKHE, M TECHO KOPPETUPYIOT C UX MosiBiieHueM. [1pu ma-
KPOCKOITMYECKOM MCCIICIOBAHUM JIETKOE Ha pa3pese
MMeeT XapaKTepHBI BWI: LIMPPOTUYHAS] ITOBEPXHOCTH,
BBIpaKCHHBIC MEXIOJIeBbIe (DMOPO3HBIC ITePETOPOIKI
1 3HAYUTETLHO paclIMpeHHbIe TOTbKU. [1pm MUKpOCKO-
IMMA OTMEYaeTCs YTONIICHUE MEXAaTbBEOISIPHBIX Tepe-
TOPOIOK M KHWCTO3HBIE 3M(U3eMaTO3HBIC W3MEHEHWS.
B abpBeOISIpHOM  TPOCTPAHCTBE YacTO BCTPEYAIOTCS
TMCTHOIMTHI 1 MOHOHYKJIeapsl [6, 10, 15]. ITo maHHBIM
3JICKTPOHHON MUKPOCKOITMM KAITMJUTAPHAST CETh JIETKUX
pa3BUTa HE TTOJTHOCTHIO [27]. BTO corylacyercsi ¢ MHEHHUEM
aBTOPOB, CUYMTAIONINX IMOPaKeHUE JIETKUX TPOSBIICHU-
eM TIpeKIle BCETO HapyIIeHWs] CO3peBaHMs, a He IMbU-
3eMbl. B omimume oT OpOHXOJIETOYHOUW AWCIUIA3UM TIPU
cuHapoMe BuibcoHa—MMKUTH OTCYTCTBYIOT TIPU3HAKHI
MeTa- uian aucruiazuu snutenus [15, 18]. Eme B 1973 1.
V. Mikity, aHanu3upyss HM3MEHEHUsI B JIETKUX Y JeTeid,
HaXOIMBIIMXCS Ha MCKYCCTBEHHOW BEHTWJISIIMM JIETKUX
ITONl TIOJIOKUTELHBIM NABJICHUEM, IIPUIICST K BHIBOLY,
YTO ONrcaHHbIN UM B 1960 . coBMecTHO ¢ M. Wilson cuH-
IIPOM HMYETO OOIIEero He UMeeT ¢ OPOHXOIETOTHOM TuC-
rutasueit [28]. Takum oOpa3oM, MpeacTaBieHHbIE CBEC-
HUS TIO3BOJISIIOT He coriacuThbest ¢ MHeHueM J. Hodgman

(2003), cuuraBileii, 4YTO «HOBasi» (opMa OPOHXOJErou-
HOI Aucriasuv U cuHIpoM BusibcoHa—MMKUTH OfHO
M TO Xe 3aboseBaHue [29].

WccnenoBanue pecrnupaTopHoil (yHKIIMK Yy Malu-
€HTOB C JAHHbIM CHUHAPOMOM [OKAa3aJl0 MOBBILIEHHOE
conepxanue B Jierkux CO,, BHyTPUIETOUHOE LIYHTUPO-
BaHUE ClpaBa HaAJIEBO MPU Pa3BUTUU JIETOYHON TruIiep-
TEH3UU, YMEHbILIEHUE PACTSIKUMOCTH JIETKUX BCJENICTBUE
MOBBILIEHHOTO CONPOTUBJIEHUSI BO3IYXOHOCHBIX IMYyTEN,
yMeHblIeHWE (PYHKIMOHAIBHOU OCTATOYHON €MKOCTH,
3aIEPXKKY BO3[IyXa B JIETKMX U MOBBIILIEHHbIE YHEPTETU-
YyecKue 3aTpaThl Ha apixaHue [6, 10, 15]. PazButne nerou-
HOTO Ceplilia COMPOBOXKAAETCS YBEJIUYEHUEM COMPOTUB-
JIEHMS JIESTOYHBIX cocynoB [25, 26].

T. Takami u coaBt. (2003) olLieHUBaIM WM3MEHEHUE
rmokasateseil mmkomnporenHa KL-6, cypdakTaHTHOTO
npoterHa D u nakTataeruaporeHasbl y MjaaieH1a ¢ CUH-
npomoM BuibcoHa—MukuTu. B 1aHHOM cityyae ypoBeHb
ceiBopoTrouyHoro KL-6 koppenupoBan ¢ KIMHAYECKOM
CUMIITOMATUKOM OoJibllie, YeM Jpyrue rokaszatenu [30].
Buomapkep KL-6 — BBICOKOMOJECKYISIPHBIN TJTUKO-
MPOTEUH, BXOISIIMIA B COCTAaB MYLIMHA, BBIACJISIEMOTrO
anpBeossipHBIMU KiteTkaMu 11 Tuma. Yposens KL-6 mo-
BBILIEH Y MJIaJICHLIEB C 3a00J€BaHUSIMU, CBSI3AHHBIMU
C BPOXJIEHHbIM jeduliuToM 0enkoB cypdakranra [31],
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1 Y B3pOCIIBIX MALMEHTOB C Pa3IMYHBIMU TUTIAMU UHTEP-
CTUIIMAJIBHOW TTHEBMOHWH, TIPU CapKOMIO03e, TYOepKy-
Jie3e U T.1I., B TO BpeMsI KaK ero YPOBCHBb He TIOBBIIIACTCS
MPY HEMHTEPCTULIMAIBHBIX 3a00JIeBaHUSX JIeTKUX (OaK-
TepualbHble THEBMOHWM) Y HEMPOIHAOKPUHHOI THUTIEp-
rutazum y mutageHues [32]. [1onaratot, 4To 3TOT CHIBOPO-
TOYHBIN MapKep OTpaXkaeT abBEOJSIPHOE MTOBPEKICHIE
MPY UHTEPCTULIUATILHOM THEBMOHWH U JIETOYHOM (DUOPO-
3e. JIJIsT B3pOCITBIX BEPXHUI ITOPOT HOPMAJTBHOTO YPOBHSI
ceiBopoTouHoro mapkepa KL-6 cocraBnsger 500 em/mo.
T. Ogihara un coasrt. (2006) moka3anu, uro KL-6 siBnsier-
CsI XOPOIIIMM WHAMKATOPOM OPOHXOJICTOYHOM AUCTUIA3HH
y HOBOPOXXIEHHBIX. B X MccnenoBaHUN YpOBEHBb CHIBO-
potouHoro KL-6 GbuT BhIlIe Yy AeTel ¢ GPOHXOJIETOUHOM
QMUCITIa3ueil B CpaBHEHWM C JIETbMU 0e3 Hee B CPOKHU
ot 0 mo 1, 10 u 30 nHei mociie poXaeHuUsl, U ero CpeaTHU
YPOBEHb 3aMETHO BO3poc 110 6osee ueM 300 ex/mi Ha 10-it
NeHb Xu3Hu|[33].

Kpyr 3aboneBaHuii, KOTOPbIe HEOOXOIMMO HMCKITIO-
YUTh TIpU AUhepeHIIMATbHON TUarHOCTUKE CUHIPO-
Ma BuibcoHa—MukuTtu, BecbMma wmupokK. M. Wilson
u V. Mikity B cBoeM nepBoM ONMUCaHUU 3a00J€BaHUSI CO-
001, YTO UX CIy9ad HAIIOMUHAIU TaK Ha3bIBAcMYyIO
IJIa3MOLIMTAPHYIO MHTEPCTULHMAIBHYIO (ITHEBMOIIUCT-
HYIO, TT0 COBPEMEHHBIM TPEICTaBIeHUSIM) ITHEBMOHMUIO,
HO THCTOJIOTUIECKOE WCCIICIOBAHUE JIETKUX ITO3BOJIHIIO
WCKITIOYUTH 3TO 3abosieBaHMe. [McTONOTMYECKUE M3Me-
HEHUs JIETKUX IBYX MJaIeHIeB, OMHAKO, HAaITOMUHAIU
TakoBble NIpU cuHApome XammaHa—Puua [1]. B Habmo-
JNEHUSX ObUT OYEBUIHBIM perpecc KIMHUYECKUX U peH-
TreHOJIOTMYECKUX CUMIITOMOB MpPH CUHApOMe Bubco-
Ha—MMKUTHU B OTJIMUKE OT cCMHApoMa XamMaHa—Puua.

[To maHHBIM PEHTIEHOJOTMIYECKUX METOIOB MCCIIEH0-
BaHUsI, B MIEPBYIO ouepeab Heobxonumo auddepeHIpo-
BaTb CUHIpPOM BuibcoHa—MUKUTH C OPOHXOJIETOYHOM
mucrutazveit. HecMOTpst Ha CXOXeCTh PEHTTEHOJIOTHYC-
CKOI KapTUHBI M HE3PEeNOCTh MOPAKEHHBIX IETeil, 3Th
3200JIeBaHUS MMEIOT aOCOJIIOTHO Pa3HYI0 KIMHUYECKYIO
kapTiHy. CpoKkn MaHuMdecTaly, TeueHue 3a00JIeBaHUs
1 OTCYTCTBUE PECIIMPATOPHON TMOMICPKKU, B TOM UUCIIC
VICKYCCTBEHHOM BEHTUJISIIIUY JICTKHX, ITO3BOJISTIOT MCKITIO-
YUTh OPOHXOJIETOUHYIO AuCILIa3uio. pyrue 3a0oaeBaHusl,
¢ KOTOPBIMU MOXHO TPOBOIUTH AU (PepeHIIMATbHbIA 1~
arHo3, — aclMpallMoHHasl, JTUCTEPUO3HAsT ITHEBMOHWSI,
TUCTUOLIMTO3 X, JIeTOYHOE KpoBoTeueHue |1, 4].

Jleyenne cuHmpoma BuibcoHa—MMKUTH CUMITOMA-
TUIeckoe. [IpoBoIMTCS KUCIOPOMOTEpAIs UIST YMEHB-
IIEHUS CTEeTIeHN TUIOKCHUM. JMruTammsalms rokaszaHa
B CJIy4asiX 3aCTOMHON CepleYHOI HeIOCTaTOYHOCTU. AH-
TUOMOTHUKY He BIUSIOT Ha TeUeHMe 3a00JIeBaHs, U UX HC-
TOJTb30BaHME OIPABIAHO TOJBKO TPU HAJTUYUU COIYT-
CTByIOIICH WHGbEKIMH. [TIOKOKOPTUKOCTEPOUIBI TAKKE
He ITOKa3aHbl, CIUTACTCS, UTO MX 3(PGDEKT B MPeIoTBpAaIIe-
HUU TIocieayolero ¢hpudposa BecbMa COMHUTENEH [34].

[TporHo3 pu TaHHOM 3a00JIeBaHUU 3aBUCUT OT MHO-
kecTBa (hakTopoB. CHMITOMBI MOTYT CYIIECTBOBAThH

OPUITNHAJIbHBIE CTATbU HACJIE4ACTBEHHbIE BOJIE3SHU

B TeueHue MHorux Mecsiuen. MccienoBanusi dbyHKIMU
JIETKUX BBISBIISIIOT TOBPEXICHUST MaJbIX IbIXaTeJbHbBIX
nyTei, KoTopble MOTYT oOHapyxkuBaThcst 10 8—10-7eT-
Hero Bo3pacra. Ha mepBoM rojy >KM3HU MOBBILIEH PUCK
pa3BuTus pecriupatopHbix uHMpekuuit [34]. Coobuaercs
0 COIYTCTBYIOILIE HEBPOJIOTMUYECKON MATOJOTUU Y Jie-
Teil ¢ cuHapoMoM BunbcoHa—MukuTn (cnactuyeckast
KBaJpuIuierusi, HucTarm, rugapouedanus) [3, 14]. Kpo-
Me TOro, 0oJjiee MOJOBUHbBI MALMEHTOB B COBPEMEHHBIX
YCJIOBUSIX HYXAAIOTCSl B MPOBEACHUU JOMAILIHEH OKCH-
reHotepanuu [12]. XoTs 3aboyieBaHUE JETKUX OOBIYHO
pa3pelaeTcsi, CMepTbh MOXET HACTYMUTb OT CEpAeUYHOM
HEJIOCTaTOYHOCTHU, JbIXaTeJIbHOW HEAOCTATOYHOCTU WJIU
uHdexuuu [34]. ITo nannubim A. Hoepker u coast. (2008),
rnokasarejb CMEPTHOCTU MPU CUHIPOME COCTABISIET
11,1% [12]. Takum obpazom, cuHapoM BuibcoHa—Mu-
KWTH, TIO-MPEXKHEMY MpeacTaBisieT coboil 3aboseBaHue
C CEPbE3HBIM MTPOTrHO30M, HO JIETAIBHOCTb CYLIECTBEHHO
YMEHBIINJIACh B CPABHEHUY C JaHHBIMU, TPUBEICHHBIMU
B 0630pax P. Swyer (1965) u J. Hodgman (1969), — coort-
BeTcTBeHHO 54,5 1 35,3% [6, 14].

Ilon wHamum HabGMOACHUWEM HaxomWauch 7 Je-
Teil ¢ cuHApoMoM BuibcoHa—Mukut (3 Masibuu-
Ka 14 1eBOYKM), poauBIIMXCsl Ha 27-—32-i1 Hexdelne
rectauuun (29,5+2,5 Hen) c maccoit Tena 950—1510r
(1222,5+275,4r). B HeoHaranbHOM mepuone y 4 nereit
ObLT JAMArHOCTUPOBAH PECMUPATOPHBIA NHUCTpEcC-CUH-
npoM, y 1 pebeHKa — THEBMOHUsI, Y 2 MallUEHTOB pe-
CMUPATOPHBIX CUMIITOMOB 10 MaHU(ECTAIMU CUHIPOMA
Busibcona—Mukutu He Obl10. B TiepBbie 3 Hen XU3HH,
B CBSI3M C Pa3BUTUEM DPECHUPATOPHOIO IUCTPECC-CUH-
JIpoMa HOBOPOXAEHHbIX 1 peOeHOK HAXOIUJICSI HAa UCKYC-
CTBEHHOUW BEHTWJISILIMU JIETKUX, MOCTOSTHHOE TOJIOXKU-
TeJbHOE NABJICHUE B AbIXaTEJIbHBIX MYTSIX UEPE3 HOCOBbIE
karetepsl (NCPAP) nonyyanu 3 pedbenka. B Bo3pacte 24—
54 (39%15) cyT oTMEUYEHO YXYAIIEHUE COCTOSIHUS B BUJIE
HapacTaHWsl CUMIITOMOB [bIXaTeJIbHOW HEIO0CTAaTOYHO-
CTU, TIOSIBJICHUSI OJIBIIIKH C BTSDKEHUEM YCTYITUMBBIX MECT
IPYAHON KJIETKH, LIMaHO3a, BIAXKHBIX MEJKOMY3bIPUaThIX
XPUIIOB B JIETKUX, CBUCTSIIMX XPUIIOB. Y BCex leTeit pe-
TUCTPUPOBATUCH anHod (Taba. 2). Ha peHTreHorpamMmmax
OPraHoB rPyJHOM KJIETKM OTMEYAIMCh YMEPEHHAas TUIep-
WHOIAIUS, THTEPCTUIIMATbHBIE U3MEHEHUST B BEPXHUX
OTJIes1ax JIETOYHBIX TOJIel B BUJE TSKEH, yepeayronimxcs
C yyacTKaMu B3[yTHs JIETOYHOW TkaHW. Bocnanurtesb-
HOIl MHOGWIBTpAMUM Ha PEHTreHOrpaMMax, OCTPOBO-
CMAJIUTENbHBIX U3MEHEHUI B O0IIEM U OMOXMMUYECKOM
aHaJlu3ax KpOBU HE OTMeYasloch. B CBsI3M ¢ pasBuTHEM
NIbIXaTEeJIbHOW HEeIOCTATOYHOCTU NETSIM IMOTpeOoBaIOCH
MPOBEJICHUE KUCIOPOJOTEPANIUM C TOMONILIO KUCIOPO/I-
HOI Macku (2 neTeit), KUCIOPOAHON MaylaTKu (4 aereit),
HUCKYCCTBEHHOU BeHTWIssMuU Jerkux (1 pedeHok). Pas-
pelIeHre KUCIOPOI03aBUCMOCTH Y 6 IeTeld OTMEYEHO
K Bo3pacty 45—61 (53%8) cyt, y 1 pebeHka ¢ Haubosee
nosnHeit MaHudecrauueit cuHapoma Buibcona—Muku-
TH — K KOHIIY 3-TO Mecs1a XU3HU (86-€ CYyTKH).
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Tabnuya 2. Knunuko-aHaMHeCTHYECKAS XAPAKTEPUCTHKA MALMEHTOB ¢ CHHAPOMOM Buibcona—MukuTu (coOCTBeHHbIE IAHHbIE)

Hab6moneHue Macca nipu TTon CpoK pofioB, WMHunmanbHast pecrmupaTopHast Bo3spacr
POXJIEHWH, T Hex TOAIePKKa MaHUbeCcTaluu, THA
NBJI NCPAP
— = 33
2 1500 M 30 — — 24
3 1430 X 32 — = 35
4 950 X 27 — F 24
5 1000 M 27 — — 31
6 1510 M 31 — — 32
7 1400 X 29 a4 — 54

Tlpumeuanue. NBJI — nckyccrBeHHast BeHTWIIsAMS Jierkux; NCPAP — mocTosiHHOE MOJI0KUTEbHOE JaBJeHUe B AbIXaTeJIbHbIX MyTSIX Yyepe3

HOCOBBIC KaTE€TEPhI.

IMocne Bbimucku co Il 3rama BbIXaXMBaHUs OJHA
JIeBOYKa Oblja TOCIMUTAJIM3UPOBAaHA TOBTOPHO B CBSI3U
C BIM30J0M allHO3, TMoJiyyajla MCKYCCTBEHHYIO BEHTH-
JISIUMIO JIETKUX B TedyeHue 17 cyT, U oauH pedbeHOK ObLI
TrOCTIUTAJU3UPOBAH B BO3pacTe 3,5 Mec I10 MOBOJY MTHEB-
MoHuM. [1pu HabGMOaEHMN B KaTaMHE3€ /10 IBYXJIETHETO
BO3pacTa pecrupaTOpHbIX MPOOJIEM Y OCTAJbHBIX 5 neTei
0oJiee HE OTMEYAIOCh, PEHTIEHOIPAMMBbI OPTaHOB TPYII-
HOI1 KJIETKM HOPMAaJIM30BAJIMCH. JIByM 13 HaOI0AaBIINX-
Csl TIALIMEHTOB ObLlIa BBIMOJHEHA BBICOKOpAa3pellatolas
KOMIbIOTEpHAast ToMorpadusi JIETKUX.

MpeacTtaensem HabnoaeHne

HoBopoxnenHas nesouka C. Obl1a epeBeieHa u3 po-
nmubHOTO MoMa Ha I atam BeixaxkuBaHUS BBO3pacTe 16 cyT
C HaITPABJISIOIINM JIMaTHO30M: BHYTPUYTPOOHAsT ITHEBMO-
HWSI, BHYTPYDKETyI0YKOBOe KpoBousnusiaue [11 crernenn,
HegoHOIIeHHOCTh 28—29 Hen. M3 aHamHe3a M3BECTHO,
YTO PeOCHOK OT JKCHIIMHBI C OTSATOIICHHBIM WHQEKIIN-
OHHbBIM (ypearia3mo3, CUPUINC) U aKylIIepCKO-TMHEKO-
JIOTUIECKUM (MHOMa MaTKH, SHIOMETPUO3) aHAMHE30M.
Hannast 6epeMeHHOCTb 7-51 (1-51 6epeMeHHOCTh — camMo-
TTPOM3BOJIBHBIN BBIKUIBIII, 2—6-s1 06peMEHHOCTb — Me-
NULIMHCKUI abopT), npoTtekana B | Tpumectpe ¢ yrpo3oit
npepbiBaHus, B [ TpumecTpe — ¢ recro3oM Ha dhoHe Be-
TeTOCOCYIMCTOM MUCTOHWU IT0 TUTICPTOHUYECKOMY THITY.
Ponpr 1-e, mpexneBpeMeHHbIe, Ha 28—29-i1 Henene re-
CTaInu, ONepaTUBHBIE (HOXHOE TIpeJieXKaHne, OOBUTHE
nynoBuHbl). Macca Tesa pedeHka npu poxnenuu 1400 .
Ouenka no mkane Anrap 4/5/6 6amnoB. CocTosiHUE TIpU
POXIEHUM PACLIEHEHO KakK TsKesioe, 00yCIOBIEHHOE pe-
CITUPATOPHBIM TUCTPECC-CUHIPOMOM HOBOPOXICHHBIX.
PebGeHok mosyyan npemnapaT 3K30reHHOro cypdaxkraHTta
— Kypocyp®d. C poxaeHus U 10 7-X CYTOK XKU3HU MPOBO-
ITach UCKYCCTBeHHAsT BEeHTWISILIVS JTIeTKKX. [1o JaHHBIM
peHTreHorpaduu OPraHOB TPYIHOM KIIETKU Ha 8-¢ CYyTKU
KU3HU OTMEYATNCh MPU3HAKW BHYTPUYTPOOHOU ITHEB-
MOHUU.

[Ipu mocTyIIeHUN B OTHENCHUE KIMHUICCKUX TTPH-
3HAKOB [IIBIXaTeJIbHON HEMOCTaTOYHOCTA W CHUMIITOMOB

TTOpakeHUsT HIDKHUMX JBIXaTeJbHBIX IyTeil He HabJoma-
Jock. Kucioponoreparnust He TpeboBayiack. [1pu aycKyiib-
TaIlUU JISTKUX OTMEUAJIOCh OCJTa0JIeHHOE bIXaHKe ¢ 00e-
WX CTOPOH, XPUIIBI HE BBICAYIIMBaIMCh. Ha mpoTsskeHrn
TTOCJICAYIOMNX 3 HEeA OCYIIEeCTBIISUIOCH BBIXaXKWBaHUE
U JeyeHue pedbeHka. B Bo3pacte 37 CyT 3KM3HU MTPOBEIECHO
HEMPOXUPYPTUIECKOe JICUCHUE ITOCTIeMOpPpParndecKoi
ruapouedanmuu. IlocaeonepallMOHHBIA TIEPUOJ TIPOTE-
KaJs 0e3 OCJIOXHEHUIA.

B Bo3pacrte 54 cyT ku3HU Y pebeHKa oTMevaslach OT-
pulaTeIbHAsT TUHAMUKA: YXYIIIEHUE COCTOSTHUS C pas-
BUTHEM KHCJIOPOJI03aBUCUMOCTH, caTypaumst O, npu
IBIXaHWHM BO3MyXoM cocTaBisiia 45—50%. [IpoBomuinach
OKCHUTCHAIUST Yepe3 KUCIOPOIHYIo Tasatky. HaGmoma-
JIaCh OIBIIIIKA CMEIIAaHHOTO XapakTepa ¢ BTSKCHUSMU
YCTYITUMBBIX MECT TPYIHOUN KIETKWA B HIKHUX OTHEINaX,
YCUJTUBAIOIIIASICS TIPU HATPY3Ke, TAXUITHOS C YaCTOTOM JTbI-
xaHwus 10 70 B MUHYTY, [INaHO3, B3MYTHE TPYTHOM KIIETKU.
OmHOKpPAaTHO OTMevasicsl TIPUCTYIT arHo3. [1pu aycKyib-
TaIlMX BO BCEX OTIENIaX JIETKUX OTPEAEISIIOCH OCTa0IeH-
HOE JIbIXaHue, IePUOTUICCKH BBICTYIITUBAIACH KPSTTUTH-
PYIOIIVME XPUITBI, IPEUMYIIICCTBEHHO B BEPXHUX OTIIEJIaX.
[Ipu 3TOM OTCYTCTBOBAIW KITMHUIECKHE CMIITOMBI WH-
(eKIMOHHOTO TIpoliecca, BOCTIANIMTEBHBIC M3MEHEHMS
CO CTOPOHBI KpOBU. METOIOM MOJIMMEpa3HOW LIEeMHOM
peakiMM B Ma3Ke W3 POTOITIOTKM (hparMeHTH TeHOoMa
XJTAMUINN, MUKOIIIa3M M ypearia3M He 0OHapyKeHBI.

Ilpu peHTreHorpacdvy OPraHOB TPYTHOW KIIETKH,
BBITIOJTHEHHOW B BO3pacTe 56 CyT XW3HU, IaTOJOTHHU
He BbIsIBJIEHO. [Ipy mpoBeneHWM BBICOKOpa3peIIaoneit
KOMITBIOTEPHOW TOMOTpahuu OpraHOB TPYTHOUN KIIET-
KU B Bo3pacTe 59 CcyT XM3HU, OCYILECTBIECHHON B CBI3U
C COXpaHEHWEM JIbIXaTeIbHOU HEIOCTATOYHOCTH M KHC-
JIOPOI03aBUCUMOCTH, BU3YaTM3UPOBATUCH U3MCHEHMS,
cxoaHble ¢ onucaHHbiMU P. Reittner u coaBt. (1998) [13]:
BBIpaKCHHOE YCWICHHE U eopMaIist COCYIUCTOrO pr-
CYHKa IPEUMYIIIECTBEHHO B 0a3aIbHBIX OTIENIaX, YIUIOT-
HEHWUS JISTOYHOI TKaHU 110 TUITY MaTOBOTO CTeKJIa, MHO-
JKECTBEHHBIC OYard perMOHATbHOTO B3MYTHS; Tpaxes 0e3
ocobeHHocTel, OpoHxu 1—3-ro mopsiaka MpPOXOAUMBbI,
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Puc. 1. KovnbloTepHas ToMorpaMma rpy/aHoii KIeTKH pefeHKa
¢ cuaapomoM Buiscona—Muxkutu. Bospacr 59 cyt.

He nepopmupoBanbl (puc. 1). Takum oGpazom, ObLIU
HCKJTIOYEHBI ITOPOKK PA3BUTHSI JIETKUX M OPOHXOB, a TaK-
K€ TTHEBMOHMSI.

B nunamuke coctosiHue pebeHKa yayqiinioch, yMeHb-
IIUJIach JIbIXaTeJIbHasi HEeAOCTATOUHOCTh, MPUCTYIIOB ar-
HO3 He OTMeuaioch. KMCIopoao3aBUCMMOCTh UIMIIACh
B TE€UEHME Mecsilia 1 Oblila KyITMpOBaHa K KOHILY 3-ro Mecsi-
11a XXu3Hu. JleBouka OblIa BeilucaHa nfoMoii. Yepes 5 qHeid
ocJie BBIMTUMCKU IoMa pebeHOK 3a00s1es1 OCTpOoit pecrupa-
TOPHOW BHPYCHOM MH(MEKIINEH, B CBI3U ¢ HAPACTAIOIINM
VXYAIIEHUNEM COCTOSIHUS TOCTTUTAIM3UPOBAH B OTAEICHUE
peaHMMalM¥ W WHTEHCHBHOW Tepamuu. B cranmoHape
JMMAarHOCTUPOBAaHA JIBYCTOPOHHSIS TTHEBMOHMS, KOTOpas
ObLIa KynupoBaHa Ha ¢oHe jiedyeHus. B nanbHeliemM, Ha
MPOTSKEHUM TIEPBOTO M BTOPOTO TOJAA YKW3HM OCJIOXKHE-
HMIT CO CTOPOHBI JbIXaTeJIbHON CHUCTEMbI HE OTMEYaIOCh
(catypauusa O, cocraBuna 98%). 1o maHHBIM KOHTPOJIb-
HOW peHTreHorpaduu JIETKUX, BLIMTOJTHEHHON B BO3pacTe
6 Mec, MaTOJIOTUN HE BBISBICHO (pHC. 2).

B npuBeneHHOM HaOMIOJEHUU Yy HEIOHOLIEHHOIO
pebeHKa ¢ OTATOLIEHHBIM TepUHATAbHBIM aHAMHE30M,
pa3peIMBIINMCS PECITUPATOPHBIM IUCTPECC-CUHAPOMOM
HOBOPOXKIEHHBIX, MaHUMeCcTalMeil IbIXaTeIbHOM Hemo-
CTAaTOYHOCTHU, MOPAXKEHUEM HUKHUX IbIXaTeIbHbIX MyTei
C pa3BUTHEM KHCJIOPOI03aBUCUMOCTH B BO3pacte 54 cyT
KU3HU € TIOCNIEAYIOIINM €€ pa3pellieHueM pPe3yJIbTaThl
PEHTIEHOJIOTMYECKUX MCCIeI0BAHWIA TTOATBEPAVIIN qUar-
HO3 cuHApoMa Bunbcona—MuxkuTu. B xone npoBeaeHHO-
IO KOMITJIEKCHOTO 00CIe10BaHMsI ObLTN UCKITIOYEHBI ITHEB-
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Puc. 2. PentrenorpaMma opraHoB rpyaHoii KJIeTKH pefeHka
¢ cunzipomMoM Buiibcona—Muxkutu. Bospact 6 mec.

MOHUSI, TIOPOKU PA3BUTHUS TPaxeOOPOHXUAIBHOTO JIepeBa
U JIETKUX, NepuHaTajbHble MHMeKkiuu. Cpoku Hayana
KUCJIOPOJ03aBUCUMOCTH TO3BOJIWIA TaKXKe WCKIIOYUTh
OpoHxosieroyHylo aucruiazuto. CBoeobOpasueM JTaHHOTO
HaOJIIoNeHUS SIBJISIETCSl pa3BUTUE CUHApoMa BuiibcoHa—
MUKUTH Yy HEAOHOLIEHHOTO pebeHKa ¢ PeCUPaTOPHBIM
NIUCTPECC-CUHIPOMOM HOBOPOXJEHHBIX B aHaMHe3e,
KOrja OllHa MpUYMHA JAbIXaTeJbHONW HEA0CTATOYHOCTU
(pecnupaTopHbI IUCTPECC-CUHIPOM HOBOPOXKIEHHbBIX)
CMEHWJIACh AJIBTEPHATUBHOM MpUYMHON (CUHIApOM Buiib-
coHa—Mukutn). HemoHoLIEHHOCTh, pecnUpaToOpHbIi
JNIUCTPECC-CUHIPOM HOBOPOXIEHHBIX W KHUCJIOPOAO3a-
BUCUMOCTb B HEOHATaJIbLHOM TEpUOJe HE MPOTUBOpEYaT
NUarHo3y cuHjapoma BuibcoHa—MuKuTH.

Takum o00pasoMm, cuHIApoM BuiibcoHa—MuKUTU
MpeACTaBsieT COO0M penkoe UHTEPCTULIMAIbHOE 3a00J1e-
BaHUE JIETKUX Y JETeil MepBbIX 2 MeC KU3HU, Tpeodytolliee
nuddepeHIMaNbHOR AUATHOCTUKU € OPOHXOJIETOYHOM
NUCIIIa3ueil, TMHeBMOHUENW W DPSIJAOM Jpyrux 3abosie-
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Busibcona—MukuTtu 6osiee 61aronpusiTHOE.
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OPUINHAJIbHbBIE CTATbU KAPAQUWOJ1OrNsA

TypOyJeHTHOCTb pUTMA CepAna y neTeii ¢ runeprpoduuecKoil KapaAuoMHonaTHei
KaK MapKep 3JeKTPHYECKOi HeCTaA0OMIbHOCTH MHOKApAa

B.A. Makaposa, U.B. Jleoumbesa

Hay4yHo-nccnenoBaTenbCkmin KIIMHUYECKUI MHCTUTYT neanaTtpum, Mockea

Heart rate turbulence as a marker of myocardial electrical instability in children
with hypertrophic cardiomyopathy

V.A. Makarova, I.V. Leontieva

Research Clinical Institute of Pediatrics, Moscow

TypOyJeHTHOCTb CepAeYHOro PUTMa — MAapKep 3JEKTPUYECKOil HeCTAOMIbHOCTH MHOKAPIA, MCHOJb3YIOIMiAcA 15 cTpaTuduka-
MM PHCKA BHe3anHo# ceprevynoii cmepru. Hamu odciienosanst 50 nereii B Bozpacte ot 7 10 17 ner ¢ runeprpoduyeckoii Kapauo-
muonarueii. IIporpamma o0cjienoBanus BKJIIOYAJIA: CTAHAAPTHYIO JJIeKTPOKapauorpaduio, aonmiepaxokapauorpaduio, xoJre-
poBckoe MoHuTOpHpoBanue cyTounoit DKI'. AHanu3upoBaiuch napamMeTpbl TYPOYIEHTHOCTH PUTMA Cep/la: TYyPOYJIeHTHOCTh onset
u TypOyieHTHOCTH slope. Hapymenne TypOyJeHTHOCTH pUTMA cepaua Mo NMOKa3areiio TypoyJeHTHOCTH onset Oosiee () BbISIBJIEHO
¥ 5 u3 24 nauueHToB, BKJIIOYEHHBIX B ccaenoBanue. [laTonornyeckue 3nauenus TypoyaenTHoctu slope menee 6 mc/R— R BbisiBJie-
Hbl 'y 3 manuenToB. Y 1 nanuenTa BbisiBJIEHO HapyleHue 00oux napaMerpos. Hapymenue TypOyJeHTHOCTH PUTMA Ceplia T0CTOBEp-
HO Yaiie BCTPeYasoch y ieTeil ¢ HeoOCTPYKTHBHOM (opMoii runepTPO(UYECKOii KADIMOMUONATHHI N0 CPABHEHHIO C 00CTPYKTUBHOI
dopmoii (x*=3,05; p=0,08). ¥ Bcex aeTeii ¢ NATOIOTHIECKHMMHI 3HAYCHUSIMU TYPOYJIEHTHOCTH PUTMA CEP/IIIA BCTPEYAIICS OIMH M 00-
Jiee «0oJIbIKX» (PAKTOPOB PHCKA BHE3ANMHOI CePAeYHOI CMEPTH, YTO IOCTOBEPHO NMPEBBIMIAET HX YACTOTY B IPYNNAax ¢ HOPMAJIbHBIMU
noKa3aTeJsiMi TypOyJaeHTHoCcTH puT™Ma cepaua (x*>=7,11; p=0,007). Cpenu nanmeHToB ¢ NaTOJOrHYECKNM 3HAYEHHEM TypPOYJIeHT-
HOCTH onset JOCTOBEPHO Yaile BISIBJISUINCH CHHKONAJIbHbIE cocTostHusA (*=5,12; p=0,02). VY oaHOro Takoro namuenTa 3agpukcu-
poBaHa HeyCTOiluMBas KeaynoukoBasi Taxukapaus (x*=10,56; p=0,001). ITonyyennbie HAMH JaHHbIE NO3BOJISIOT NPENOJIAraTh,
9T0 TypOYJIEHTHOCTh PUTMA CePALA SBJISETCS JONOTHUTEILHBIM NPEIUKTOPOM HEOJIATONPUSATHOTO TEUEHHS TUNePTPO(IIECKOii Kap-
JMOMHUONIATUM Y IeTel.

Knrouesoie cnosa: demu, nodpocmku, eunepmpoghuueckas Kapouomuonamus, mypoyaeHmHocms cepoeyHoe0 pumma, npopuiaKmuka
BHE3ANHOU cepOe*HOl cMepmu.

Heart rate turbulence is a myocardial electrical instability marker used to stratify the risk of sudden cardiac death. Fifty children aged
7 to 17 years with hypertrophic cardiomyopathy were examined. The survey program included standard electrocardiography, Doppler
echocardiography, and 24-hour Holter ECG monitoring. Heart rate turbulence parameters, such as turbulence onset and turbulence
slope, were analyzed. According to turbulence onset greater than zero, heart rate turbulence impairment was identified in 5 of the 24 pa-
tients included in the survey. The abnormal turbulence slope values of less than 6 msec/RR were found in 3 patients. Both parameters
were abnormal in 1 patient. Heart rate turbulence impairment was significantly more common in children with the non-obstructive form
of hypertrophic cardiomyopathy than in those with its obstructive form (y>=3,05; p=0,08). All the children with abnormal heart rhythm
turbulence values had one or more major risk factors for sudden cardiac death, which significantly exceeds their rates in the normal
heart rate turbulence groups (x>=7,11; p=0,007). The patients with abnormal turbulence onset values were more often found to have
syncope (x2=3,2; p=0,02). One such patient was recorded to have unstable ventricular tachycardia (}>=10,56; p=0,001). Our findings
suggest that heart rate turbulence is an additional predictor of the unfavorable course of hypertrophic cardiomyopathy in children.

Key words: children, adolescents, hypertrophic cardiomyopathy, heart rate turbulence, prevention of sudden cardiac death.

B Bo3pacte oT 9 mo 14 net (8%), B 2—4 pasa npeBbIlIast

I Yuneprpoduueckast KApAMOMUONATUSI — FeHETUYECKU
TaKOBYIO Y B3POCIBIX MTallMeHTOB (2—4%) [1]. DTUM 00B-

06YCJTOBJ'I€HHO€ 3a6OJT€BaHVIC, ABJIAIOIICECSA OCHOB-

HOM NPUYMHON BHE3AITHOW CEPHEYHOI CMEpPTU VY MOJ-
POCTKOB. YCTaHOBJIEHO, YTO CPEIU OOJIbHBIX C TUIIEPTPO-
(bnyeckoii kapauomuornatveid MakCUMallbHasl 4acToTa
BHE3AITHOM CEPIAEYHOM CMEPTU XapakKTepHa Ui AeTei
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Ros Vestn Perinatol Pediat 2014; 4:64-68

Anpec 151 KOpPpeCTIOHAEHIMM: APEC 1JIs1 KOPPECTTOHACHIIM:

MakapoBa Bukropust AJieKcaHIpOBHa — acIl. OTIEJICHNUS TATOJIOTUH CepIeTHO-
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sicHsIeTCsl 0cobast BaXKHOCTb MOKUCKaA MPEeIMKTOpa BHE3AT -
HOIi cepieyHOl CMEPTU Y MalMEeHTOB ¢ runeprpoduye-
CKOH KapaMOMHUOIaTHEl 1IKOJIbHOTO BO3pacTa C LIeJIbIo
CBOEBPEMEHHOU MEePBUYHON NMPODUIAKTUKH.

®DaxTophl pUCKa BHE3AIMHON CEpPICYHON CMEPTH yCTa-
HOBJIEHbI HA OCHOBaHUM 00C/Ie10BaHUsI OOJIbIION KOTOPTHI
B3POCJIbIX MALMEHTOB C TUIIEPTPOPUUECKOI KapIMOMUOTIA-
Tuel [2]. BolneneHbl Tak Ha3blBa€Mble «OOJIbLINE» U «BO3-
MOXHBIE» (DAKTOPBI PUCKa BHE3AITHO CEPIEYHOI CMEPTH.
K GosbiiuM ¢akropaM pucka OTHECEHbI: OTSTOLICHHAs!
HACJIEACTBEHHOCTb MO TUIMEPTPOPUUECKON KapIUOMUO-
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Makaposa B.A., Jleonmvesa U. B. TypOyneHTHOCTb pUTMA CEpIlia y IeTeii ¢ TurepTpouueckoii KapaoMHuonaTHei. .

TTaTUX B COYETAHWM C BHE3AITHOW CMEPTBIO OJIM3KUX POJI-
CTBEHHUKOB, 3KCTPEMaJbHO BBIPAXKEHHAS TUTICPTPODUS
MEXKeJTyIouKoBol meperopoaku (6onee 30 Mm), CHUH-
KOTTAJIbHBIC COCTOSIHUSI, TIepeHeCeHHasl BHE3aITHasl OCTa-
HOBKa KpOBOOOpAIIIEHUS, ITOTPeOOBaBINAs ITPOBEICHMS
pPEaHMMAITMOHHBIX MEPOIIPUATH, HealeKBaTHHAS peak-
LIS apTepUAIbHOTO MaBJICHUS Ha (DU3MIECKYIO HATPy3KY
(CHIDKeHWME WJIM MUHMMATBHBIA TIPUPOCT apTepraIbHOTO
TABJICHWS ), HETIOCTOSTHHAS Y/WJIM TIOCTOSTHHAST JKeJTyI0u-
KoBasl Taxukapmus. B KadecTBe BO3MOXHBIX (HaKTOPOB
pucka paccMmarpuBaloTcs (GUOPWILISILMS  TIpeaCepauid,
WIIeMHUST MUOKapIia, OOCTPYKIINST BBIXOTHOTO TpaKTa JIEBO-
TO XeJIyIouKa, 3KCTpeMaibHbIe (pu3nueckue Harpy3ku [3].
Topazmo MeHbIIIee YMCII0 UCCIIeNOBAHUH OBIITO TIOCBSIIIIEHO
olLieHKe (DaKTOpOB PUCKAa BHE3AITHOM CepleyHOl CMepTh
y nereit. [loka3aHo, uYTO MOpGhOIOTMIECKUEe W3MCHEHUS
MUOKapa TIp¥ TUTIePTPODUIECKON KapIuOMUOTIaTHI
B BUIe TuniepTpodun 1 pubpo3a MpUBOIAT K HETOMOTEH-
HOCTH TIPOLIECCOB Jie- W PETIOISIPU3AIINN U CTIOCOOCTBYIOT
Pa3BUTHIO KU3HEYTPOKAFOIITNX apUTMUIA.

AKTYaJIGHBIM BOITIPOCOM Ha CETOMHSIIITHUI IeHb OCTa-
eTCsI TIONCK HEMHBAa3MBHBIX METOIOB TUATHOCTUKH DJICK-
TPUYECKOW HECTAOMIBHOCTH MUOKapIa Kak MpeIruKTopa
BHE3aITHOM cepaeyHoil cMeptu. OMHWM U3 MapKepoB
3JICKTPUYECKON HeCTaOMILHOCTA MMOKapaa SIBJISICTCS
TYpOYJIEHTHOCTH CEPACIHOTO PUTMA.

TypOyJAeHTHOCTh CEPICYHOTO pUTMA — W3MCHCHUE
pUTMa, pa3BUBAOIIEecs] B OTBET HAa TaXMapuUTMHUH. Typ-
OYJICHTHOCTBh CEPICYHOTO PUTMa SIBIISICTCS (DU3MOIOTH-
YecKoi IByx(da3HOI peaKIMeil CHHYCOBOTO y3ia ¢ 6apo-
pedIeKTOPHBIM MEXaHW3MOM CHCTEeMHOW aBTOHOMHOM
PETYJIAINK, TIPUBOASIIIMM K OBICTPON KOMITCHCAIIUN
TeMOIMHAMUYECKNX M3MEHEHUI, BBI3BAHHBIX JKEITYIOY-
KOBBIMM 3KcTpacucrosaMu [4]. [Ipu HapylieHHOM aBTO-
HOMHOM KOHTpOJIe pUTMa Cep/illa 9Ta peakiius ociadieHa
WJTA TIOJTHOCTBIO OTCYTCTBYET. BBIUMCIISIIOTCS IBa OCHOB-
HBIX TIapamMeTpa: Havajo TypOyJeHTOCTH — YydJalleHue
CHHYCOBOTO pUTMa BCJIEI 32 KeJTYTOYKOBOM 3KCTPACHCTO-
sueit (TO — turbulence onset) 1 HaKJIOH TYpOYJIEHTHOCTH
(TS — turbulence slope) — MHTEHCUBHOCTb 3aMeIJICHUS
CHHYCOBOTO PHUTMa, CJICAYIOIIETO 3a €ro yJallleHHUEM.
3a maToJIOTMYeCKUe 3HAYCHHMS TYpOYJICHTHOCTH pUTMa
cepIa MPUHUMAIOT TIOJIOKUTETbHBIC 3HAUCHUS TTOKa3a-
TeJs TypOYJACHTHOCTH onset ¥ 3HAYeHUS TIoKa3aTessl Typ-
OyneHTHOCTH slope MmeHee 2,5 Mc/R—R. BriepBble 1aHHbIC
MapKephbl MpeiIoxXua ucnoib3osatb G. Schmitt B 1999 .
IUTSI OTICHKU CTETIEHU PUCKa BO3HUKHOBEHMS BHE3AITHOM
cMepTH y 6osibHBIX ¢ MHMapkTOM Muokapaa [4]. B psae
HCcClenoBaHui [4—6] MpU MPOCIEKTUBHOM HaOIOACHUN
3a JaHHBIM KOHTUHTEHTOM OOJIbHBIX YCTAHOBJIEHA BBICO-
Kasi IyBCTBUTEIBLHOCTD U CIIEIIMMUIHOCTD 3TUX TTOKa3aTe-
JIe ISl MPOTHO3a BHE3AIMHOM cepievyHoi cMepTH [5].

K coxayieHn1o, olleHKe IoKa3arteseil TypOyJIeHTHOCTH
CEpACYHOTO PUTMA Yy JeTell MOCBSAIICHBI CIUHUIHBIC HC-
cienoBaHus [7, 8]. B Haubosee KpynmHOM UCCIeI0BAHUU
TypOYJEHTHOCTH PUTMA CEpaLA y JETel ¢ Maronaruye-

CKOHM 3KCTpacuCTONMEl ObLIM MpeaoXeHbl HOpMAaTH-
Bbl OLIEHKU TypOyJieHTHOCTH onset u slope. CylecTByIoT
JIMIIb eJMHUYHbIE PAOOThI MO OLIEHKE 3TUX MOKa3zaTesei
y JIeTeil ¢ OpraHMYecKoi CepleyHoii maTojorueit (muna-
TalMOHHAsl KapAMOMMUOIIATHsI, KaTeXoJ3aBUCUMas XKely-
JIOYKOBAs TAXMKAPUsl, HApYLIEHUE CEPIEYHOTO PUTMA Ha
¢one kananonaruu) [8]. o HacTOsILIETO BpEMEHU OTCYT-
CTBYIOT pa0OThI 1O OIpeIeIEHUIO TypOYJEHTHOCTU pUTMa
cepaua y jeTeii ¢ runepTpoduIeckoin KapauoMMUoNaTUe.

Lenb uccnenoBaHusi: OLEHUTb TYPOYJIEHTHOCTb Cep-
JIEYHOTO pUTMa Yy JeTeil ¢ runepTpoduyeckoit Kapauno-
MUOIIATUENA.

XAPAKTEPUCTUKA TETEN
1 METOJbI UCCJIENJOBAHUS

O6cnemoBansl 50 nereit (36 MATBYMKOB U 14 TeBOUYEK)
B Bo3pacte oT 7 1o 17 net ¢ runeprpoduueckoi Kapau-
oMuonarueir. ACMMMeTpUYHas TUTiepTpoduIeckast Kap-
JTMOMUOIIATHS BBISIBJICHA Y 36 MAIIMEHTOB, CKMMETPUIHAS
— vy 14; obcrpyktuBHast hopma — y 24 (y 18 m 6 coot-
BETCTBEHHO), HEOOCTpyKTUBHast — y 26 (y 18 u 8 coort-
BeTcTBeHHO). [Iporpamma obcienoBaHusl BKJIOuYana:
CTaHIAPTHYIO 3JIeKTpOKaparorpaduio, TOMIuiepaxoKap-
nuorpaduio, XOJTEPOBCKOE MOHUTOPUPOBAHUE CYTOU-
HOI1 3jieKTpoKapauorpaduu.

KpureprsiMmu BKITFOUCHUS B MiCCIeIOBaHUE OBUTH BO3-
pact MeHee 18 set, axokapauorpaduieckoe TOATBepKIe-
HMe TUTIEpTPOGhUH JIEBOTO JKEJTYTOUKa B BUIE YBEITMICHMS
TOJIIIIMHBI MEXKKEJTYTOUYKOBOM TEPErOpONKY W/WINA 3aji-
Hell CTEHKM JIEBOTO XeJynouka 6osee 2 Z-score 1o cpaB-
HEHWIO ¢ HOPMATUBHBIMM 3HAYCHUSMHM B 3aBUCUMOCTH
OT JIo1aau noepxHoctu tena [9]. [pusHakom acumme-
TPUIHOU TUTIEPTPOGhUN MUOKapAA SIBJSUIOCH OTHOIIICHUE
TOJIIIIMHBI MEXCKETYIOYKOBOM TTEPErOPOIKH K TOJIITUHE
3a/lHell CTEHKU JIeBOro xeyynouka oosee 1,5. Kpurepusi-
MU WCKITIOUYCHUST OBIT BTOPUIHBIC (hOPMBI 3200JICBaHMSI,
ITPOTEKAIOIIINE C TUTIePTpoduUeii MUOKapa.

Bce mamueHTHl HAXOMWJIMCh Ha Oa3MCHOW Teparuu,
HaImpaBJICHHOW Ha YJIyJIlIeHWe MTUACTOTUIeCKOW (DyHK-
MM MUOKapia M KOPPEKIINI0 OCHOBHBIX KIIMHUYIECKUX
MPOSIBJICHUI 3a00JicBaHUsA. DBJIOKATOPBl  KaJbIIMEBBIX
KaHaJioB (M30nTuH) monydanu 51,5% o6cienoBaHHbIX,
B-6mokatoper — 48,8%, KOMOMHUPOBAHHYIO TEpPAITHIO
(m3omTwH + B-60KaToper) — 25,8%.

Bcem mammeHTaM TpoBOAMIIOCH XOJITEPOBCKOE MOHU -
topupoBaHue DKI B TeueHue 24 9 ¢ TOMOIIBIO CUCTEMBbI
MARS-8.0, CIIA B 12 MoauduuupoBaHHbIX TPYIHbBIX
oTBencHUsIX. I BKITIOYEHWS] B aHAJINU3 TypOYJICHTHO-
CTU pUTMa CepIlla UCTIOIb30BAUCH CIICAYONIe KPUTe-
puu: Hamuyue He MeHee 20 CUHYCOBBIX MHTEPBaIoB R—R
JIO ¥ TIOCJIE 3KEJTYITIOYKOBOU 3KCTPACUCTONBI. BemmunHa
MHTEPBAJIOB R— R, BKJIIOYEHHbIX B aHau3, ObLla MeHee
300 Mmc unu He 6ojee 2000 Mc; BeIMUMHA MPEAIKTOIU-
yeckoro nHTepBasa He MeHee 20% W IMOCTIKCTPACHCTO-
JUJeckas maysa 1o KpaitHe mepe Ha 20% muHHee HOp-
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MajibHOro R— R uHTepBasia. PaccuuThiBaavch mapaMeTphbl
TypOYJEHTHOCTH pUTMa Cepllia: TypOyJeHTHOCTb onset
(TO) BbluucasieTcs o dhopmye:
TO = (C+D)—(A+B),
(A+B)

rne A B — nBa uHtepBaia R—R, npeiiecTByolimne
JKeJTyI0uKOBoOM 3kcTpacuctotie; Cu D — nepBble 1Ba UH-
TepBasia R— R 11ocie MoCTIKCTPACUCTOINYECKO May3bl.

IMapamerp TypOy/JIeHTHOCTH slope BBIYMCISIICS Kak
MaKCUMaJIbHOE 3HAYEHME MO3UTUBHOIO HAKJIOHA JIMHUU
JIMHEMHON perpeccuu, paCCYuTaHHBIA MEXIY 3HAYECHUS -
MU MHTepBaia R—R (Mc) U nocaea0BaTeIbHbIM HOMEPOM
uHTepBaga R—R, B mo0bIX 5 13 20 LIMKIOB MHTEPBAJIOB
R—R, crienylomux 3a XeIyIOuKOBOH SKCTPACUCTOJIOM
(enuHuLa U3MepeHust — Mc/R—R) [4].

Craructuueckasi oopaboTka MpoBOAMIACE C MOMO-
mpto nporpammbl Exell 7.0 ¢ ucrnonb3oBaHMeM TakeTa
nporpamsl Statistica 8.0. (StatSoft., Inc., CLLIA).

PE3VJIBTATbBI

M3 50 mauuveHToB ¢ TUNepTpodUIeCcKoil KapaAuoMU-
omarmeil y 30 Obuta 3aperucTprpoBaHa KeTyIOuKOoBast
SKCTPACUCTOJHS TI0 TaHHBIM XOJITEPOBCKOTO MOHUTOPH-
pPOBaHUS. YIOBJICTBOPWIINA KPUTEPUSIM BKITIOUCHMS B aHA-
JIN3 TypOYJEHTHOCTU puUTMa cepaia 24 pedenka. [lpen-
CTaBJICHHOCTb JKEJTyTOYKOBOM IKCTPACUCTOIMH 33 CYTKHU
KoJiebanach ot 6 10 5952 (462,45+1348.7).

CpenHee 3HaYeHUE TypOYJICHTHOCTH onset 1o IpyTIie
coctaBuio — 2,47+4,19%, xonebaHusl 3HAYCHUI OT —
8,45 mo 8,15%. CpenHee 3HaueHMe TypOYIeHTHOCTH slope
o rpymme coctaBuio 16,9+11,7 mc/R—R, KonebaHust
3HaueHwuii ot 3,28 no 42,3 mc/R—R.

Hapyienue TypOyieHTHOCTU pUTMa CepAlia Mo MoKa-
3aTelo TypOyJeHTHOCTH onset 6oJiee () BBISIBJIIEHO y 5 Tma-
reHToB. [1pu 3TOM cpenHee 3HaYeHUE TypOYICeHTHOCTH
onset cocraBwio 4,57 [2,62; 6,52]%, MUHUMaAIbHOE —
0,84%; makcumanbHoe — 8,15%.

3HaueHue TypOysieHTHOCTHU slope MeHee 2,5 Mc/R—R,
MIPUHATOC B KavyecTBE IATOJIOTMUYECKOTO YPOBHS Typ-
OyJIEHTHOCTM pUTMa cepila y B3pPOCIBbIX MALUEHTOB,
He OBUTO 3apEeTrMCTPUPOBAHO Y OOCIICIOBAaHHBIX HAMU JIe-
Teit. B TO e BpeMs TIpu UCTIONB30BaHUN 00JIee MITKOTO
KPUTEPHS TTATOJIOTMUYECKOTO 3HAUCHUST TypOYJIEHTHOCTH
slope MeHee 6 Mc/R—R, TIpeIUTOXKEHHOTO B HACTOSIIIEE
BpeMsI TSI MCTIOJIb30BaHUsI B TEAUATPUIECKON MTPAKTH-
Ke, HapyIlIeHWe TYpOYJICHTHOCTA PUTMa CepIlia BhISBIIC-
Ho y 3 marmueHToB. [Ipy 3TOM cpenHee 3HaYeHUE COCTa-
Buio 4,17 [3,28; 5,07] mc/R— R, MUHUMaJIbHOE 3HAUCHHUE
3,28 mc/R—R, makcumanbHOe 3HaueHue 5,07 mc/R—R.

VY 1 60JbHOTO YCTaHOBJIEHO HapyllleHWe 000MX Tapa-
METPOB TYpOYJCHTHOCTH PUTMa ceplla — TypOyIeHT-
HocTb onset 1,42% u TypOyieHTHOCTS slope 4,7 mc/R—R.
OCOOGEHHOCTSIMU KIIMHUYECKOM KapTUHBI Y 3TOTO TaIlN-
€HTa SIBUJIACh 3KCTPEMAJIbHO BBIPasKCHHAST THUTICPTPOGDUS
MHUOKapaa (TOJIIMHA MEXKETyI0YKOBON ITepeTOPOIKI

OPUINHAJIbHbBIE CTATbU KAPAQUWOJ1OrNsA

41 MM), OTSITOLIIEHHASI HACJIEACTBEHHOCTD IO TUIIEPTPO-
udeckoif KapAMOMUOTIATHH Y POACTBeHHUKOB 11 cTere-
HU (IS4 OTLA).

CrereHb BBIPaKCHHOCTH TUTIEPTPOGUU MUOKapmaa
He pa3nnJajgach y JIeTeil ¢ HOPMaJbHBIMM W TIaTOJIOTH-
YECKUMU 3HAYEHUSIMU TYpOYJEHTHOCTU PUTMa cepjlla.
Tak, cpenHue 3HAYCHUS TOJIIMHBI MEXKOKETyIO0IKOBOM
TTePETOPOJKK W TOJIIUHBI 3aTHEN CTEHKU JICBOTO JKEITy-
oyKa y JeTeil ¢ HOPMaJbHBIMU TIOKAa3aTeJIIMKU TypOy-
JICHTHOCTH pUTMa cepana coctaBuin 28,416 u 13,5 mm
npotuB 27,7+5,6 u 17,7 MM COOTBETCTBEHHO y HeTei
C TIATOJIOTUICCKUMU 3HAUCHUSMH TYPOYJICHTHOCTH PUT-
Ma cepaua (x*=2,33; p>0,1).

[lpu aHamM3e B3aMMOCBSI3M TATOJIOTUIECKUX 3HAUC-
HWI TYpOYJIEHTHOCTH pUTMa Cepiiia U CTPYKTYPHBIX Ba-
PUAHTOB TUTIEPTPODUIECKON KapAMOMUOTIATHUH YCTAaHOB-
JIEHO, YTO HapylleHHe TYpOYJIeHTHOCTH PUTMa cepaua
nocrosepHo vanie (y>=3,05; p=0,08) BcTpeuaercs y neteit
C HEOOCTPYKTUBHOI (opMoit runeprpoduyeckoil Kap-
nuomuonatun (n=6; g=0,84), y neteit ¢ 0OCTPYKTUBHOM
dopmoii (n=1; g=0,16). [1pu HECOOCTPYKTUBHOM BapraH-
Te HapyIIeHUe TypOYJCHTHOCTH PUTMa Cep/lia BEISIBJICHO
y 4 MalMeHTOB C aCMMMETPUYHON (HOPMOI THIEepPTPO-
udeckoit KapmIMOMUOTIATHHM Uy 2 — C CUMMETPUYHOM.
YcTaHoB/IeHa JOCTOBEpHAsl CBSI3b MEXJY HapylIeHUEM
TYpOYJIEHTHOCTH PUTMa CepIila U aCUMMETPUIHON HEOO0-
CTPYKTUBHOI (hOpMOil rurepTpoduueckoit KapauoMuo-
natuu (x*=3,74; p<0,05).

B HacTostIee BpeMsi OCHOBHBIM KPUTEPUEM CTPaTH-
ukammm pricka HeOGIATONIPUSITHOTO TCUCHUSI TUTIEPTPO-
(udeckoii KapaIMOMHOIIATUY SIBIISIETCSI HATMYUE «OO0JTb-
mux» (HaKTOpoB PUCKA BHE3AMHON CEepAeYHON CMEPTH.
V Bcex (100%) nmeteit ¢ MaTOJOrMYECKUMU 3HAUYCHUSIMU
TypOyJIEeHTHOCTH PUTMa cep/la BCTpeyasicsi OnuH 1 60-
Jiee «0oNBIIMX» (PaKTOPOB PUCKA BHE3AITHOW CEpIECTHOM
CMEpPTH, YTO JTOCTOBEPHO MPEBHIIIACT UX YaCTOTY B TPYII-
IMax ¢ HOPMAaJbHBIMM ITOKa3aTeIsIMU TypOYJICHTHOCTH
putMma cepaua (n=9; ¢=0,53).

Oco0oe BHMUMaHWE B HaIllEeM WCCIEA0BAHUN ObLIO
VAETEHO B3aWMOCBSI3M CHHKOIAIBHBIX COCTOSTHUN W Tia-
TOJIOTMIECKUX 3HAUYCHUN TypOYJIEHTHOCTH PUTMa CEepAla,
TaK KaK B HACTOSIIEE BPEeMSI CHHKOITAIBHBIE COCTOSTHUS
paccMaTpuBalOTCsl B KAUeCTBEe HE3aBUCHMOTO MpeAUKTOpa
BHE3aIHOI cepieuHol CMEpTU. YCTaHOBJIEHA B3aUMOCBSI3b
CUHKOTIAJIHBIX COCTOSTHUW W TTATOJIOTHUECKUX 3HAUCHUI
TypOyneHTHOCTH putMa cepaua (x*=4,94; p<0,05). Kpo-
M€ TOr0, OTMEUEHO, YTO Y MALMEHTOB C MaTOJOTMYECKUM
3HaUEHMEM TYpOYJIEHTHOCTU Onset JOCTOBEPHO Yallle BbI-
SIBJISIIOTCSI CUHKOIAJIbHBIE COCTOSIHUS — B 3 U3 5 cilyvaes,
B CpPaBHEHUU C JETbMHU C HOPMAJTbHBIMHU TIOKa3aTeISIMU
TypOyJneHTHOCTH onset — y 2 u3 15 maumeHroB (y>=5,12;
p=0,02). Y onHOro nauyeHTa c rmaroJIorm4eCKUMI 3Have-
HUSIMH TYpPOYJICHTHOCTH onset 3ahKCHpoBaHa HEYCTONIH -
BasT JKEJYIOYKOBAasT TaXUKAPIWs, Y A€Tel ¢ HOPMATbHBIMU
TOKa3aTeJISIMUA TYPOYJICHTHOCTH PUTMa CepIIla HEYCTONIH-
BasT XKeJTyIOYKOBasT TaAXMKAPAUS HE PETUCTPUPOBAIIACE.
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Makaposa B.A., Jleonmvesa U. B. TypOyneHTHOCTb pUTMA CEpIlia y IeTeii ¢ TurepTpouueckoii KapaoMHuonaTHei. .

OBCYXIEHUNE

TypOyJIeHTHOCTb PUTMa Cepllla — HOBBI HEWMHBA-
3UBHBIN 3JIEKTPOGU3NOJIOTUYCCKUI TTOKa3aTeib, KOTO-
PBIIA CIYKUT TOTIOTHUTEIBHBIM TIPEIUKTOPOM B CTpa-
TH(DUKAIMU pPUCKAa BHE3AIMTHOW CEepAeYHON CMEpTH.
TypOyJIeHTHOCTh pUTMa Ceplia BKIIIOYeHa B PEKOMEH-
ALY TT0 CTPpAaTUMWKAIIMKA PUCKA BHE3AITHOM CepleTHOM
CcMepTH y OOJIbHBIX MepeHecInX nHdapkT Muokapaa [10].
[IponeMoHCTPUPOBAHO, YTO TYPOYJICHTHOCTh PUTMA Cep-
nia obyiagaeT OoJbllIeil MPEIUKTUBHOM CIIOCOOHOCTHIO
B OILIEHKE PHCKa OOIIei CMEPTHOCTH, YeM HU3Kasl dhpak-
1us Beiopoca [11, 12]. TTokasaTenb TypOyJIeHTHOCTH PUT-
Ma ceplilia MeeT 3HaYeHHe 1 KaK IMPeTUKTOP BHE3aITHON
CepICYHON CMEPTU. YCTaHOBJIEHO, YTO COYETaHUE TaTO-
JIOTUYECKUX 3HAYCHWI 000WX TapaMeTpOB TYpOYJICHT-
HOCTM puTMa cepaua (slope u onset) yBeJIMUYMBaET PUCK
OCTaHOBKHU cepnia [5].

YV 00JIbHBIX, CTpaJarolIMX 3aCTOMHON CepAeuHO He-
JIOCTATOYHOCTBIO, TTaTOJIOTMUECKUE W3MEHEHMs TypOy-
JIGHTHOCTM PUTMa Cep/lia SIBUIUCH 00Jiee 3HAYUTETbHbIM
(akTOpOM pHICKa CepIevIHON CMEpPTH, YeM 3KEIYITO0YKO-
Bas TaxWKapaws, HU3KWE ITOKa3aTeld BapraOeTbHOCTH
CeplIeYHOro pUTMa M CHUXKEHHas OapopediieKTopHas
YYBCTBUTEIBHOCTD [13]. Pe3ynbTaThl mojydeHHbIX UcCIie-
TOBaHWI CBUICTEIBCTBYIOT 00 AKTyaJIbHOCTH WM3Y4CHUS
TToKa3aresieil TypOyJICHTHOCTH PUTMa Cepila He TOJbKO
y OOJIBHBIX, TIepeHeCcITX MHMAPKT MUOKap/a, HO M Y JIHII,
CTpamaloNINX JAPYTUMHU CEPICUHO-COCYIUCTHIMUA 3a00JIe-
BaHUSIMU, OCOOCHHO Y TTAIMEHTOB, OTSTOIIEHHBIX 10 BHE-
3aITHOM CMEPTH.

MeHblllee KOJMYECTBO WCCIICIOBAHUI TIOCBSIIIEHO
aHaJ M3y IToKas3aTeseil TypOyJIeHTHOCTH PHWTMa cepila
y TIAIMEHTOB C TUIMEPTPOGUISCKON KapaIuOMHUOITaTHEH.
Taxk, ipu 006CIIeTOBaHUN B3POCIIBIX JIWII C TUTIEPTPOhrIe-
CKOIf KapIMOMUOIIaTHel BBISIBJICHA OOIbIIIast YacTOTa IMa-
TOJIOTUIECKUX 3HAYCHUI TypOyJICHTHOCTH pUTMa CepIiia
BCEX TUIOB MO CPAaBHEHUIO CO 3IOPOBLIMU Juliamu [14].
OpHako B Ipyrux paboTax He BBISIBIEHO OCOOEHHOCTEM
TMAHHBIX TTOKa3aTesiell B TPYIIIe 00CIeIOBAaHHBIX C UIHMO-
MTaTUIECKOM DKCTPACHUCTOIMEH W TUIEePTPODUICCKOMN
KapAMOMMOIIaTHEH TT0 CPAaBHEHUIO C KOHTPOJIEM, a TaKKe
He 00HapyXeHO BIMSHUS TYpOYJIEHTHOCTH PUTMa Cepaiia
Ha nporHo3 [15].

B Hacrostiiee Bpemsl W3BECTHBI JIWIIb €IMHUIHBIC
WCCIICIOBaHUS TI0 WM3YYEHWIO TYpOYJICHTHOCTH pHUTMa
cepnua y mereit [7, 8, 16]. Tak, B pa6ore B.H. Komosns-
TOBOIA MPOBENIcHA OTICHKA TYPOYJICHTHOCTHA PUTMa CepIiia
y 70 mereii ¢ MAMOIATUYECKOM 3KCTPACUCTOJIMEH O6e3 op-
TaHUYECKOM ITaTOJIOTUH cepalia. 3a MaToJOTHIeCKUe 3Ha-
YeHUS TTapaMeTpa TypOYJICHTHOCTH onset ObLTU TIPUHSITHI
BesmuunHbI 6oJiee (0. CpegHue 3HaYeHUS TYpOYJIEHTHOCTH
onset coctaBuim -2,39+3,63% [8]. YacToTra marosornye-
CKUX 3HAYCHMI TYpOYJICHTHOCTH onset cocTaBmia 12,9%.
VY 90,1% maiueHToB ¢ MaTOJOTMYECKUMU TapaMeTpaMu
TYpOYJIGHTHOCTH onset (TIpW OpTraHWYECKOM ITaTOJIOTUU
1 UIAOTIATUYECKON 3KCTPACHCTONNN) OBUIO OTMEUEHO

HeOJIaronpusTHOE TeUeHUe 3a00IeBaHus (CMHKOIIE, TO-
JIEPAHTHOCTh K aHTUAPUTMHMUYCCKOW TEpartuu, apuTMO-
TeHHas! TUTaTaIusI TTOJIOCTEH, JIETATbHBIN NCXOM).

B Hamem uccriemoBaHMM CpemHee 3HaYeHUE TypOy-
JICHTHOCTH onset Yy 00CIeI0BaHHBIX ¢ THITEPTPOMUICCKOM
KapAMOMUOTIaTHE! He OTIMYAIoCh OT TAKOBOTO B TPYITITE
C WOWOTIATMYECKOW 3KCTPACHCTOJIMEN, OIHAKO 4YacTo-
Ta TIATOJIOTUYECKUX ITapaMeTPOB TypOYIEHTHOCTH onset
B TPYIIIE JeTeil ¢ rumepTpodudecKoil KapaumoMuonaTruei
Oblta BhIe U coctaBwia 29%. Tlpu aHanm3e KIMHUYE-
CKMX OCOOEHHOCTEH TAIIMeHTOB C ITAaTOJOTUYCCKUM 3Ha-
YeHHEM TYpPOYJICHTHOCTH onset TpU TUTIEpTPObUIECKON
KapIMOMUOIIaTHHM OTMEYEHA TOCTOBEPHO OoJiee BBICOKAS
KOHUEHTpaLUsl «00JIbIINX» (haKTOpoB pucka. CUHKONAb-
HBIC COCTOSTHUST OTMEUEHBI B 3 M3 5 ClTyJdacB B CpaBHCHUUT
C IETbMU C HOPMAJIBHBIMU TTOKA3aTeISIMU TYpOYyJIeHTHO-
ctu onset (p=0,0076), kpoMe Toro, y 1 mauueHTa 3achuk-
CHpOBaHa HEYCTOMYMBAS KeyIOUKOBas TAXUKapAUsl. DTH
pe3yabTaThl MOKA3bIBAIOT, YTO Y IMALIMEHTOB C TUTIEPTPO-
uyeckoil KapaMOMHUOIIATHEN, WMEIOIINX TaTOJOrHJe-
CKUe 3HayeHusl TypOyJIeHTHOCTH onset, BEPOSITHO, OoJiee
HeOJIaronpusiTHOE TeueHue 3a00sIeBaHMsI.

3a KpUTEepWH IMArHOCTUKU ITaTOJIOTUIECKUX 3HAUe-
HUI mapameTpa TypOYJIeHTHOCTU slope ObLIM MPUHSTHI
BeJMYMHBI MeHee 2,5 Mc/R—R. CpenHue 3HaUYE€HUS Typ-
OyJeHTHOCTH slope B HallleM MCCIe0BaHUM ObUTHA COTIO-
CTaBUMBI C aHAIOTUIHBIMM TTOKA3aTEJISIMU, TTOJTyIeHHBI-
MU TIPU OOCJICIOBAHWM ITAIIMEHTOB C MIUOTIATUICCKOM
SKCTpacucToIueil. Benmunna TypOymeHTHOCTH Sslope Me-
Hee 2,5 Mc/R—R sBjIsIeTCSl KpUTEPUEM MATOJOTUYECKOTO
3HAYCHMS TypOYJICHTHOCTH PUTMa CEpHlia Y B3POCIBIX.
DTOT noKaszaTelib ObLT MPEIOKEH Y MOXWIbIX MallUeH-
TOB, TlepeHecHnMx WHMapKT Muokapma. CremyeT IMoj-
YEpKHYTb, UTO B HaIlIEM MCCJIEIOBAHUU MATOJOTMYECKUE
3HaueHus TypOyJieHTHOCTH slope MeHee 2,5 Mc/R—R oT-
cyrctBoBaiu. [lo nanusiM B.H. KomonsitoBoii, y nereii
C Pa3IMYHON KapaMOBaCKY/ISIPHON MaTOJOruMei mokasa-
Teau TypOyjaeHTHOcTH slope MeHee 2,5 mMc/R—R Takxke
He BCTPETWINCh. BMecTe ¢ TeM y nmeteil ¢ HebIarompu-
SITHBIM TEYCHUEM W MCXOJIOM OPTaHWYECKOW KaparoBa-
CKYJIIPHOU TIATOJIOTUM MUHHUMAJIbHBIE 3HAYCHUS TypOy-
neHTHocTH slope coctaBwmm 5,6 Mmc/R—R [8]. B cBssu
C 3TUM aBTOPBI TIPEIIOKWINA B KAYeCTBE IMaTOJIOTUIECKO-
TO 3HAYCHUS TYPOYJICHTHOCTH PUTMa Ceplla MPUHUMATh
mapaMeTpbl TypOyJeHTHocTH slope MeHee 6 Mc/R—R.
Cpenu obcieoBaHHbIX B Hallel rpyrine JaHHbIE Mapa-
MeTpbl y 3 u3 24 nauuveHTtoB (q=12,5) yaoBiaeTBOpsIIU
STUM KPUTEPUSIM; TIPHUEM CpeHee 3HaUCHUE COCTaBIIIO
4,17 [3,28; 5,07] mc/R—R. AHanornuHble JaHHBIE MO Ma-
TOJIOTUYIECKUM 3HAUCHUSIM TYpOYJIEHTHOCTH slope MeHee
6 Mc/R— Ry 1111 MOJIOIOTO BO3pacTa MoJiydeHbl B paboTe
M. Kowalewski u coaBr. [6]. OTCyTCTBHE TPOCTIEKTUBHBIX
HaOJIIONCHUI 32 NETHhMH C TIATOJTOTMYSCKUMM 3HAYCHUSI-
MM TYpOYJIEHTHOCTH pUTMa CEepJIia 3aTPYIHSIET BOZMOX-
HOCTb MCCJICIOBAaHUS 3TUX IMOKa3aTeiell KaK KPUTepUeB
pUCKa BHE3aIHOW cepleyHOr cMmepTu y neteil. Bmecte
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C TeM eIMHUYHBIC HAOIIOICHUS 3a JETbMU C KapIrnOMU-
omaTHeil M MaTOJOTMYSCKUMU TTapaMeTpaMu TypOyIeHT-
HoctH slope mMeHee 6 Mc/R—R, yMepiiuMu B TeUeHUE
HaOJIONCHUS, TIO3BOJIVIIN TIPEATTONIOXKUTh, YTO OHU MOTYT
MMeTh 3HaYCHUE B JACTCKOW TIOIYJISIINUU. B cBS3U ¢ yem
MBI CYUTAEM, YTO ICTEH ¢ TUTIIepTPODUISCKON KapaIMOMU-
omaTHeil U ImapamMeTpaMu TypOyJIeHTHOCTH slope MeHee 6
Mc/R—R cienyet OTHOCUTH K TpyIIie pucka o BHe3ar-
HOW cepIeyHON CMEPTH.

3AK/IIOYEHUE

HccnemoBaHust 1o OIEHKE TYpOYJICHTHOCTA DPHUTMa
cepaia y Aetedl ¢ TUIEePTPOoPUIECKOil KapaIuoMHOIIa-
THEH OTCYTCTBYIOT, OMHAKO TIOJyYCHHBIC HaMW JaHHBIC
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CKpbITbIE TOBPEXKIEHHS MHOKAP/AA NOCIEe CePAEYHO-/Ier0YHOI PeaHNMAL|H Y IOAPOCTKA
0e3 npeAnmecTBYIONIEi MaTOJI0THH CepaAna

A.C. Hlapwikun, U U. Tpynuna, FO.B. llomanuna, 3.A. llakaposa, U.D. Ocmpeiixos,
U.JI. Cmenanuwes, T.B. Cearomuna

TywmnHckas getckas ropoackas 60nbHMLA; Poccuiickuii HaUMOHaNbHbIM CCnenoBaTenbCkuii MeaANUUHCKNI YHUBEPCUTET
um. H.W. Nuporoea, Mockea

Latent myocardial damage after cardiopulmonary resuscitation in a teenager without prior
cardiac disease

A.S. Sharykin, I.1. Trunina, Yu.V. Potanina, E.A. Shakarova, I.F. Ostreikov,
I.L. Stepanishchev, T.V. Selyutina

Tushino City Children’s Hospital, Moscow; N.I. Pirogov Russian National Research Medical University, Moscow

CepeyHo-JIerouHasi peaHuManus SBJIsSETCS HeOTbeMJIeMOil YACThI0 MHTEHCUBHON TePanuu Npy psije 3a00J1eBaHuMil y 1eTeii ¥ noJ-
POCTKOB, HauOoJiee YacT0 — MPH BPOKIAEHHBIX MOPOKAX CePIla, KPUTHYECKHX HAPYIIEHHAX CEPAeYHOr0 PUTMA WM TSKEJbIX
TpaBMax. /laHHas mpoleaypa cocoOHa 3amyCTUTh KACKA/l OCJI0XKHEHHil, O0JILINMHCTBO M3 KOTOPbIX MOAPOOHO He U3yYeHbl, MHOTHE
U3 HUX CBSI3BIBAIOT C MCXOJHBIM 3a0oseBanneM. Mbl pacnosiaraeM YHMKQJIbHbIM HAO/M0JeHHeM, Kacalomumes noapocTka 14 ner
0e3 KaKoii-JM00 NaToJI0rny cepina, epeHecero pa3BepHyThie PeaHMMAIIMOHHbIE MEPONIPHUSTHS, BKJII0YAS HENPSAMOii Maccax cep-
Za, MHTYOAUMIO TPaXen ¢ MCKYCCTBEHHOW BEHTHJISIIMEN JIETKNX, 2 TAKXKE HECKOJbKO JJIEKTPHYECKUX Ae(UuOpHLIsIMiA ¢ TPAH3U-
TOPHBIM MOBPEXKIEHHEM MHOKAp/IA.

Karoueswie crosa: demu, cepoeuno-aecounas peanumauyusi, 0cA0xicHenus, deuopuniayus, mpononur, KOK-MB.

Cardiopulmonary resuscitation is an integral part of intensive care in children and adolescents with a number of diseases, most
commonly with congenital heart disease, critical cardiac arrhythmias, or severe traumas. This procedure can cause a number
of complications, most of them are still completely unstudied, and many of them are associated with the underlying disease.
We have a unique case report of a 14-year-old boy without any cardiac disease, who underwent extensive resuscitative mea-
sures, including closed-chest massage, tracheal intubation with mechanical ventilation, as well as a few electrical defibrillations
with transient myocardial injury.

Key words: children, cardiopulmonary resuscitation, complications, defibrillation, troponin, creatine phosphokinase-MB.

Cepz[e‘mo—nero‘maﬂ peaHUMAIUs SIBJISIETCSI HEOTh-
eMJIEMOI YacThI0 MHTCHCUBHOM Teparmuy TIpH Psiie
3a00JicBaHUI y NeTell W TIOAPOCTKOB, Hambojee 4acTo
— IIpY BPOKIEHHBIX TTOPOKAX Cepilla, KPUTUICCKUX Ha-
PYIICHUSIX CEPIECYHOTO PUTMAa WU TSTKENBIX TpaBMax.
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Anpec a1 koppecnionneruun: [lapbikun Anekcannp CepreeBud — 1.M.H., Ipod.
Kad. rocriTaibHOI nexratprn Ne 1 nemuarpudeckoro daxysisrera Poccuiickoro
HAIMOHATLHOTO MCCIIeI0BaTebekoro yuusepeurteta um. H.W. Tuporosa
117997 Mocksa, yi. OcTpoBUTSIHOBA, II. |

Tpynuna MuHa MropeBHa — J1.M.H, 3aB. KAPIUOJIOTMIECKIM OTIE/IEHUEM
TyimHCKOM AETCKOM TOPOACKOI OOIBHMUIIBI

[Moranuna Onus BrannmMupoBHa — K.M.H, Bpay aHECTe3HOJIOT-PeaHNMAaTOoIION
OTJEJICHNS peaHNMAaLN 1 0011Ieli Teparnyl Toii e GOTbHULIBI

[lakapoBa D1epu AslbOepTOBHA — Bpay BBICILIEH KaTeropuu, 3aB. OTeJICHUEM
(bYHKIIMOHATBHOM TMATHOCTHUKY TO# e GOJTbHULIBI

Crenanuiues Mropb JIbBOBUY — 3aB. OT/eI€HUEM IICUXOHEBPOJIOTUM TOH e
OGOJIBHULIBI

CemorrHa TatbsiHa BUKTOpOBHA — Bpay OTIEICHUS JTy4eBOM TMArHOCTUKH TOM
3Ke OOJIbHULIBI

OcrtpeiikoB MBan ®enopoBud — 1.M.H., ipod., 3aB. Kad. aHECTE3MOIOTHH,
PEaHMMATOJIOTMU U TOKCUKOJIOTMU JIeTCKoro Bospacta PMAITO

125373 Mockaa, yi. [epoes [Mandunosies, 1. 28

JaHHast npoleaypa crnocoOHa 3amycTUTh Kacka OCI0X-
HEHUIi, OOJIBIIMHCTBO U3 KOTOPBIX MOJPOOHO HE M3yye-
HbI, U MHOTHE M3 HUX CBSI3bIBAIOT C MCXOAHBIM 3a00J1e-
BaHMeM. MBI pacriojlaraeM YHUKaJbHBIM HaOJI0IeHUEM
32 MOAPOCTKOM 14 jieT 6e3 Kakoi-11ubo MaTojJoruu cep-
QI1a, TMePeHEeCIINM Pa3BEepHYThIE pPEaHMMAILMOHHBIE Me-
pONIPUAITHS, BKIIOUAsl HEMIPSIMOM Maccax cepaua, MHTY-
OalMIO Tpaxeu C MCKYCCTBEHHOM BEHTWIISILIMEN JIETKUX
(MBJI), a Tak:Ke HECKOJIBKO 3JIEKTpUUYECKUX Iehudpu-
JISILUIA.

OIIMCAHUE HABJIOJEHUA

boavroi C., 14 net, poct 180 cm, Macca 62 KT, 10CTaB-
JIeH OpUrasioi CKOpoit MEAULIMHCKOM MOMOIIHY B OTIeJIe-
HHUE peaHMMallud U MHTEHCUBHON Tepanuu TyIIMHCKOM
JIETCKOM TOpOACKOU OOMBHMIBI C auarHo3oM «CocTosi-
HUE TTOCTIE KIIMHUYECKOW CMEPTH».

W3 anaMHe3a M3BECTHO, UTO B IPYrOM YUPEXACHUU
NpU HEUMHBA3UBHOW MEIUIIMHCKOW IMpoleaype IpoOBO-
Jack oO1Iast MHTAISIIIMOHHAST aHeCcTe3Usl (PTOPOTAHOM.
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Yepe3 HECKOJbKO MMHYT MOCJE OKOHYAHUSI aHECTE3UU
OTMeueHa Iporpeccupyolias opaaukapaus ¢ NepexoaoM
B acucronuio. [lanmeHT OblT MHTYOMPOBAH, BBIMOJHSI-
JIUCh peaHUMAIIMOHHbIE MEPOTIPUSITUS B TedueHue 20 MUH
C UCIOJb30BAaHUEM HEIPSIMOTO Maccaxa cepiua, Meau-
KaMEHTO3HBIX cpencTB u aebudpusuigtopa. CymmapHas
HCToIb30BaHHas aHeprust coctaBuiia 2000 JIx.

M3 aHamHe3a XM3HU: peOEHOK POC U pa3BUBAJICS
COOTBETCTBEHHO BO3pAacTy, ¢ 3 JIET COCTOsI Ha NUCHaH-
CEpHOM YyuyeTe MO MOBOJAY OpPOHXMUAJIbHOW aCTMbI, MO-
cienHee obocTpeHue — Oosiee 2 JIeT Ha3al, ¢ yueTa CHSIT.
OrnepaTuBHbIE BMELIATEIbCTBA paHee HE MPOBOJUIMUCD,
KOMITOHEHTBI U TTpernaparbl KPOBU He MepeuBAIUCH. AJl-
JIEpruyecKue peakiiuy Ha MUllieBble MPOAYKTHI U JieKap-
CTBEHHBIE TIpernaparbl HE OTMEYAIUCH.

Ha mMoMeHT nmoctyrieHust B peaHUMalMOHHOE OT/e-
JIEHUE COCTOsSIHME KpaliHe TSKeJoe 3a CYET CUMMIITOMOB
nopaxenust LIHC, npixareabHoil 1 cepaedyHoOl HeaocTa-
touHoctu. MBJI memikom AmOy. Co3HaHuE YrHETEHO,
apedJekcusi, aagMHaMusi, aTOHMs. 3payku IIMPOKUE,
D=S, doropeakuusi orcyrcTByer. Temreparypa Teja
36,4°C. AptepuanbHoe gapieHue 70/45 MM pT.CT.

B otnenenun Hayata MBJI ¢ momolibio anmnapara
Draeger Evita XL B pexxume IPPV. AyckyabraTUBHO [bI-
XaHUE B JIETKUX BE3UKYJISIPHOE, TPOBOJUTCSI PABHOMEPHO
BO BCE OTENBI, XpUIIBI He BhICHymmBaoTca. Sa0,=98%
Mpy KOHLIEHTPALlMM KUCJIOpOJa B IMOAaBaeMON cMecu
40%. ToHBI cepalla MPUTIYIICHBI, PUTMUYHBIC, YaCTOTa
cepleuHbIX cokpailieHuit 120 B MUHYTY. ApTepuajibHOE
napnaenue 110/55 mm pr.cT. Ha poHe uHDY3UU fodhaMrHa
(10 mMxr/kr/mMuH). 2KUBOT He B3IYT, MSITKUH, MepUCTaTb-
TUKa He BbicylurBaeTcs. [leueHb y Kpast pedbepHoit ayru,
cesje3eHKka He mnaibnupyercs. [lo xeayaouyHOMY 30HIY
— He0OJIbLIOEe KOJWYECTBO TEMHO-KOPUYHEBOTO OT/E-
Jsgemoro. [Tocie yctaHOBKM MOYEBOTO KareTepa Moya He
rnoJjy4yeHa.

ITo maHHBIM PEHTTEHOJIOIMYECKOT0 HCCAeNOBaHUS
OPraHoB IPYAHOU KJIETKU, KOMITbIOTEPHOI TOMOorpaduu
rOJIOBbI U 1LIEMHOTO OT/Ea MO3BOHOYHMKA, BBIMIOJHEH-
HbIX B IEeHb TOCMUTAIM3ALMU, TATOJIOTMYECKUX U3MEHE-
HUI1 HE BBISIBJIEHO.

OKI' — wmwurpauusi BOmMTEssl pUTMa, TaXuKapaus
C YacTOTOM cepAeyHbIX cokpauieHuit 98—103 B MUHYTY,
npu3Haku IUPEOY3HON CyOoanMMKapaAuabHON UWIEMUHN
repenHeOb0KOBOI CTEHKU JIEBOTO XXeIylouka (CM. pUCy-
HOK). Dxokapauorpadus — pasmepbl MOJOCTeN cepilia
B IIpeliesiaX HOPMbI, KJanaHHbIN anmnapaTr 6e3 BUIUMbIX
U3MEHEHU, cucToanyeckast (PyHKIIMS JIEBOTO XKeJaya04-
Ka B IpeAesax HOpMbl (yAapHbIid oobem 58,5 mi, dpax-
umst BeIOpoca 61,7%, dpakuust ykopoyeHust 33%, mu-
HYTHbBI 00beM cepaua 5,20 J/MUH), BBIIIOTA B MOJOCTU
repukapia Her.

VibTpa3ByKoBO€ MCCJIEOBAHUE OPraHOB OPIOIIHON
MOJIOCTU — MPU3HAKK YMEPEHHOI renaroMerainu, nud-
(by3HBIX U3BMEHEHUIT MOMXKETYIOUHON Xeae3bl U MapeH-
XUMBI TTOYEK.

OPUINHAJIbHbBIE CTATbU KAPAQUWOJ1OrNsA

Yepes 3 9 mmocie OCTYIUICHUST B OTACICHUE peaH!-
MaIly TOSIBUJINCh MUHUMAJIbHBIC IBUXKCHUS B KOHEU-
HocTaX Ha ¢oHe nuddy3HO MbIIIEYHONH TUIOTOHUU
U TuniopeIeKCU,  eOUHUYHBIE  CaMOCTOSITEIbHBIE
IbIXaTeJbHbIC NBWKEHUS. YacToTa cepmeyHbIX CoKpa-
wenuit 100—130 B MuUHYTY. ApTepuajibHOE AaBjleHUE
110/60 MM pT.CT. Ha oHEe TpomoKaoIIeics NHPY3UU
nodamuHa. Ilo xejymo4yHOMY 30HIY — 3aCTOMHO-TH-
ITOKCUYECKOE OTAEIsIeMOe B YMEPEHHOM KOJIMYCCTBE.
Vnyumuiacs TeMn nuypesa 1o 2,5 MJI/Kr/4, olHaKoO co-
XpaHs1ach HEOOJbITas TeMaTypHS.

Ha done nmepBoHaYaIbHOM TTyOOKOI MEIMKAMEHTO3-
HOW cemalliy OCYIIECTBIISUIACh TTOCTETICHHAsT aKTUBU3a-
uust naumenTta. K 3-M cyTkam 0TMeueHO BOCCTaHOBJIEHUE
CO3HaHUS, JIBUTATEIbHON aKTUBHOCTHU, pedekcoB. Oua-
TOBOI HEBPOJIOTUIECKOM CUMIITOMAaTUKH HeT. [eMonnHa-
MMKa cTabuiibHas TpU J03e JodhaMuHa 5 MKT/KT B MUHY-
Ty. [IpoBOIMIIOCH SHTEpATbHOE KOPMIICHUE Yepe3 30HII.
HopwmanuzoBanach hyHKIINS ITOYEK, TeMaTypyH HET.

K 6-M cyTkaM — ToJTHast OTMEHA KapAMOTOHMYECKOM
MOAJEPXKKHU, TpOBeeHa aKCTyOanust Tpaxeu. [1pu noce-
IYIOIIIeM HaOJTIONEHWHM OTMedaach OBICTpast MCTOIIae-
MOCTb pedIeKCOB MallMeHTa, YaCTUUHAsl 1€30pUeHTALIUS
B COOCTBEHHOM JIMYHOCTU, TICPUOIUICCKA — TICHXOMO-
TOPHOE BO30YXKIEHNE C TIOTepell BepOaTbHOTO KOHTAKTA.
Ha B3I" — o0111eM03roBble U3MEHEHUST OMO3IEKTpUUEC-
KO aKTUBHOCTH TOJIOBHOTO MO3Ta, 30HAJIbHBIC Pa3TUINsI
criuaxeHbl. HemocTosstHHas MeXIoymapHas achuMMe-
TPUS B ICHTPATBHO-BUCOYHOI U TEMEHHO-BUCOIHOM 00-
JIACTSIX 32 CYeT MpeobianaHus MEUIEHHBIX BOJIH CTIPaBa,
nepuoauyecku ciesa. JduchyHkuus nuaHUEDaTbHBIX
CTBOJIOBBIX CTPYKTYP OJTVDKE K BBIPAKEHHOM.

IIporpeccupyloliiiee yiayduieHUe cTaryca MO3BOJIU-
JIO mepeBecTy 00JbHOTO Ha 9-e CyTKU JUIsl J0JeUMBAHMS
B OTIeseHue TNcuxoHeBposoruu. Yepes 1 mec Bbicine
KOPKOBBIE (DYHKIIMU U pedb B Mpenerax HopMBI. JleTkast
TeTpanupamMuaHas HepoctatouyHocTh D>S. Jlerkast Tyro-
MTOIBIDKHOCTh B TIPABOM JIOKTEBOM cycTaBe. [loxomka
C 2JIEeMEHTaMM aTakcuu. YepemHo-Mo3roBasi WHHEpBa-
s 6e3 ocobeHHocTeil. [1pn KoMIIbIOTEpHOI TOMOTrpa-
¢uu rogoBHOTO MO3ra — Jerkas cyoarpodusi KOpKoOBO-
TTOIKOPKOBBIX CTPYKTYP.

Huuamuka OKI (cMm. pucyHok): dopMmupoBaHue
OYaroBbIX W3MEHEHWI MMoOKapaa MasoBepositHo. Co-
XpaHSIETCS] MUTPAIUST BOTUTEIISI PUTMa TIO TIPEICEPIUSIM.
JluHaMyKa 3XoKapaworpaduu: CHUCTOJTMYECKass W ITva-
cToiauyeckas (yHKUMM cepilla He HapylleHbl, AUCKHU-
He3Wil MUoKapia HeT. JIMHaMuWKa KOHIICHTpawu ¢ep-
MCHTOB B KPOBH TIpe/icTaB/icHa B Tabiuire. OTMedeHa X
HopMasu3aius K 30-M cyTkam.

OBCYXJIEHUE

Bonpocsl adhdekTUBHOCTM W 0e30MacHOCTU  cep-
NEIHO-JICTOYHON peaHWMAIIMM OCTAIOTCS aKTyaTbHBIMU
1o TocaeaHero BpemMeHu. OcoOeHHO BaXKHOM SIBJISIETCS
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Pucynok. DKT npu noctynsienun B oTesienne peanumanim (a)
M HA 25-e CYTKH NocJjie peaHMMAIMOHHBIX MeponpusTHii (0)

OLIEHKA CTENEeHU MOBPEXIECHMS XKU3HEHHO BaXKHbIX Opra-
HOB — TOJIOBHOTO MO3ra, CepAlla, MOYeK B 3aBUCUMOCTH
OT UCIOJIb3yEMBIX METOJJOB BOCCTAHOBJIEHMSI KPOBOOOPA-
LIEHMSI.

B nHamiem HaOa0€HUM KIMHUYECKU BbIPaKEHHBIM
OBLIO TIOpaXXeHHE TOJIOBHOTO MO3ra C OCTaTOYHBIM Jie-
¢puumrrom k 30-M cyTkam mocje 3Mnu3o0[a acUCTOJUU,
YTO MOXET ObITh CBSI3aHO C HanboJiee BLICOKOI UyBCTBU-
TEJbHOCTbIO HEPBHOM TKaHU K HEJOCTATKy KUCI0pOo.a,
BO3HUKAIOILIEMY BO BpeMsl peaHuMaluuu. B meHb1ieit cre-
MEeHU MOCTPAJAIUN MTOYKHU, TOJIHOCTHIO BOCCTAHOBUB CBOIO
(yHK1LMIO yKe K 3-M CyTKaMm.

[MoaTBep:xaeHne NOBPEXIESHUST cepla sIBSIETCs ca-

Tabauya. iunamuka KoRIEATpamuH ()ePMEHTOB B KPOBH

MOM CJIOXKHOM 3amadeil, Tak KaK OHO Yallle BCEro Hau-
0oJiee CKpbITO. B ero amarHoctrvke OCHOBHOE BHUMAaHUE
00BIYHO YIEJSIIOT HAUIMYUIO MPU3HAKOB MHGpAPKTA MUO-
Kapna, Haubosiee TUMMMYHOW MPUUYMHON KOTOPOTO SIBJISI-
eTcsl mpellecTBylonasl uileMuieckas 60e3Hb cepalia.
OpHaKo U3BECTHO, YTO KIIMHUYECKME CUMIITOMbI OCTPOI
WIIEMUY MUOKapJa MOTYT OBITh TIPOSIBICHUEM W IPYTUX
3a00JIeBaHU, a C APYroii CTOPOHBI, MHGAPKT MUOKapaa
MOXET TIPOTeKaTh OCCCUMITOMHO WM C aTUITMYHBIMU
cumntomamu. Kpome Toro, BO3MOXHO OTCYTCTBUE U3ME-
HeHnuit Ha DKI, HecMOTpst Ha HaJIMYMe OYaroB HEKpPoO3a,
WJIM HA000poT, u3MeHeHus1 S7T—T MOTyT CONpOBOXIATh
JIPYTH€ COCTOSIHUS — 3MOOJIUIO JIETOYHOI apTepuu, BHY-
TpUYEpEIHbIe MPOLECCHl, OCTPbIA MEPUKAPAUT, HU3MeE-
HEHUS DJIEKTPOJUTHOTO COCTaBa KPOBU, THUIIOTEPMMUIO,
runeprpoduto mMuoxkapaa u T.a. [1]. Takum oOpaszom,
Ha COBPEMEHHOM 3Talle B AMarHoCTUKe UH@apKTa MUO-
Kapla BaXHENIIYI0 pojib MPUOOPETAIOT OUOXUMUYECKUE
HCCJIeIOBAHUSI, BKJIIOUEHHbIE B CJENYIOIIMA CUMTOMO-
KOMILJIEKC: TMOBBIIIEHNE YPOBHSI CepJeuyHbIXx OMoMapke-
POB (ITPEAMTOYTUTETHHO CEPIACUYHBIX TPOITOHWHOB) BBIIIIE
99-ro NepuUeHTUIsI, YCTAHOBJIEHHOTO JIsI KOHTPOJIbHOM
TPYIIITBI, B COYETAHUY C OMHUM U3 (PaKTOPOB — KITMHUIE-
CKUMU CUMIITOMaMH WIIEMUN; 3HAYUTEIbHBIC M3MEHe-
Husl cermeHTa S7—T wiK BriepBble BO3HUKIIAsS O0Kaaa
JleBoit HOXKM myuka [uca; pazBuTHhe MaTtoJoruyeckoro
3youa Q Ha DKI; oOHapykeHue BU3yalbHbIX TPU3HAKOB
yTpaThl KM3HECIOCOOHOro MuoKapjaa (cuuHTUrpadus
MHOKapia) WIM PETMOHAJTBHBIX aHOMAIWA IBVDKCHUS
CTEHKHU XeJynouka (9Xxokapauorpamma); UaeHTUdUKa-
LIMsI THTPAKOPOHAPHBIX TPOMOOB ITPU aHTUOTpabUy UITH
Ha ayroricuu. IIpy 3TOM K OCHOBHBIM KPUTEPUSIM He-
KpoO3a MUOKap/ia OTHOCUTCS «yTeUuKa» MUOKAPAUATIbHBIX
depmenToB — KDOK-MB u TportonnHa I, mo3Boasitommx
TaKXe OCYUIECTBJIATh cTpaTUdUKalMIo pucka. Tak Kak
K®K 1 KOK-MB MoryT BBEIOpachIBaThCSI CKEJIECTHBIMU
MBIIIIIIAMK, Haubosee CIeIU(MUIHBIM U IYBCTBUTEIIb-
HbIM K MOBPEXIEHUIO MUOKAp/Ia CYMTAETCS TPOIMOHUH I.

JIeBIHOCTO INEBATHI TIEPICHTMIh KaK ITOPOTOBBII
YPOBEHb MAapKepOB BbIOpAH BCJIEACTBUE TOTO, YTO AOIY-
CTUMBIN JIOXKHOIOJIOXXUTEJIbHBINA pe3yJbTaT He JOJDKEH
npeBbIath 1%. OnruMmaibHasi TOYHOCTb WM3MEPCHUI
orpenensiercss Koagh@uireHToM Bapuauuu st 99-ro rep-

TTokazarenb Cpok HabI0IeHUs, CYT

1-e 3-n 4-¢ 9-¢ 30-e
ACT, E/n 142 332 288 124 =
AJIT, E/n 194 631 533 134 —
JIAT, E/n N 2415 — 1343 549
K®K o6u1, E/n 3030 28560 9580 2233 149
TpononuH I, Hr/ma — 3,44 — 0,09 0.0
K®K-MB, Hr/M1 — 28,76 — 10,02 5,36

Ipumeuanue. ACT — acrapratamuHoTpancamunasa; AJIT — ananuHamuHorpancamunasa; JIII — nakrataernaporeHasa; KOK — kpeatundoc-

¢okunHaza.
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LIEHTWISI, KOTOPBIN HOJCKeH ObiTh MeHee 10%. Tlpu moka-
3aresnie 6osnee 10% orieHKa M3MEHEHMI CTAHOBUTCS OoJiee
3aTPYIHUTENILHOM, OTHAKO YMEHBIIACTCS BEPOSTHOCTH
JIOKHOTIOJIOKUTETTbHBIX ~ pe3ysIbTaToB. M cIonb3oBaHMe
AHAIMUTUYECKUX HAO00POB ¢ KO3GhMOUIIMECHTOM BapUaIiu
6oee 20% nHexemareabHoO [1].

MBI WCTIOB3yeM MMMYHOXpoMaTorpaduieckue Ha-
6opbl «<RAMP Troponin I Assay» u «<RAMP CK-MB
Assay» ¢upmbl Response Biomedical Corp. (Kanana)
IUIS KOJIMYECTBEHHOTO ONpeesieHusl in vitro GepMeHTOB
B IICJIbHON KpOBU. MUWHUMAJIBHO oOIpesesisieMass KOH-
LIEHTpAIMs TPOITOHWHA | 11T maHHOTO Habopa COCTaB-
gser 0,03 Hr/mi1, MOPOToBbI YPOBEHb MOPAXKEHUSI MUO-
kapaa (99-it mepueHTUIb) IJsT B3pociabix — 0,16 Hr/miL.
KoadduimenT Bapuanuu misg 99-ro nepLeHTUIS paBeH
18% [2, 3]. AHanmornunble nmokasaresu st KOK-MB co-
CTaBJISTIOT: MUHUMAJILHO OTpeesiieMast KOHIICHTPAIIHST
0,32 Hr/mJ1, BepXHUIl MOPOroBbIA ypoBeHb (99-i1 mep-
LIEHTWIb) 8,5 HI/MJI. YCTAaHOBJIEHHbBIX HOPM JJIsI IETCKOTO
KOHTHHTCHTA HET.

C 1ebIo OolpenesIeHNsT HOPMaJbHOTO YPOBHS JaH-
HBIX (DePMEHTOB Y TIOAPOCTKOB HaMU OBUIH TTPOBEICHBI
rccienoBaHus y 30 marMeHTOB, TOCTTUTAIM3UPOBAHHBIX
B TUTAHOBOE XMPYPTUUYECKOE OTIEJICHUE IT0 TTOBOAY He-
VIIEMJICHHBIX TTAaXOBBIX TPHIK WJIU BapUKOLIEIe, HE UMEB-
IMUX TIATOJOTHU Ceplla, W3MEHEHWN apTepuaIbHOTO
TMABJICHUST WJIM KaKUX-JIMOO BOCTIAJIUTEIBHBIX TMPOIIEC-
COB B OpraHu3Me, U ¢ HOPMJIBHBIMUA OMOXUMUICCKUMU
rnokasarejsiMu KpoBu. Menuana Bospacta 13 ner (MH-
TepKBapTWIbHBIA uHTepBan 11,5—15,5 rona), miomanb
noBepxHocTn Tena 1,240,2 M2 Bo Bcex ciydasix KOH-
1eHTpaius TpornoHuHa I B KpoBu cocrassiia 0,0 Hr/mi
(HUKe 4YYBCTBUTEJIBHOCTM HaOoOpa), a KOHILIEHTpALUs
K®K-MB pasusutach 1,8 (MHTepKBapTWIBHBIN UHTEP-
Bai 1,3—2,3) Hr/mi.

HesHaunTtenbHBIE W3MEHEHWS YPOBHS MapKepoB
OTMEYAIOT IPU PA3TMYHBIX MAHUIYISIIIUSX Ha CepIle.
HampuMep, HeGOJIbIIIOE TTOBBIIIECHUE YPOBHS TPOITOHU-
Hal (<1,5 Hr/mi1) BBISIBJISIIOT MPU TPAHCBEHO3HON MM-
TUTAHTALIMKY  3JIEKTPOIOB  3JIEKTPOKAPINOCTUMYJISITOPA
WX KapauoBepTepa-aeduopuuisiTopa, YTo MOXET ObITh
CJIEZICTBUEM MEXaHWYEeCKOM TpaBMBbI MUOKapma. A Tpu
ITOBTOPHBIX pa3psiiax ITOCJIEIHET0 3HAYNUTEBHBIN BbI-
6poc TponoHMHa obHapyxuBaioT y 40—90% mnaureHTOB.
AHJIOTUYHBIC pPeaKIIMM BO3HUKAIOT TPU BBITOJTHCHUU
SHIOKApAMAIbHOI  panmMoyacTOTHOM —aOJsiuuu, KOr-
Jla YpoBeHb TpOITOHWHA | TToBBIMaeTes B Tipenenax 24 a
y 54—100% marmmeHTOB [4].

Wcrionb3oBaHWe 3JIEKTUBHON KapauoBepcHW (Ha-
TpuMep, TIPW YCTPAaHEHWM MepIATeJIbHOW apUTMUN)
¢ KyMyJISITUBHON sHeprueit 250150 Ik, xak npaBuio,
HE COTIPOBOXIACTCS YBEIMICHUEM YPOBHSI TPOTIOHMHA I,
a yBenimueHne KoHueHTparu obmeit KOK n KOK-MB
TIPU 3TOM CUUTACTCS CJIEACTBUEM HCKIIOUUTETBHO II0-
BPEKICHUST CKEJICTHBIX MBI M KOPPEIUPYET C OOIIeH
MCTIOJb30BaHHON 3Heprueit neduodpwnisitopa. HesHaun-

OPUINHAJIbHbBIE CTATbU KAPAQUWOJ1OrNsA

TeJIbHOE YBeTMmYeHUe ypoBHS TporionnHa I (0,6—1,5 Hr/mir)
00HapyXHWBAIOT TOJIBKO Yy 8—14% mnauyeHToB [4—6].

Topasmo 64spiMe CIBUTH BO3HUKATIOT ITOCJIC OCTAHOB-
KU cepiiia 1 MoC/Ieyolel cepaeyHO-JIeTOYHOM peaHu-
Maruu (y 80—85% nauyenTtos) [7, 8]. Ji1st KIMHULIMCTOB
BaXXHO, CJICICTBUEM YETO SIBJISICTCS YBETMUEHUE YPOBHSI
MUOKapAWaIbHBIX (PepMeHTOB: 1) HEpacITO3HAHHOTO WH-
dapkTa MHUOKapma, BBI3BABIIETO APUTMUIO U OCTaHOB-
Ky cepama; 2) 3HAYMTEJIbHOTO IucOaaHca MEXIy II0-
TpeOHOCTSIMU MUOKapJa B KMCJIOPOJE U €ro JOCTABKOM;
3) 2JIEKTPUYCCKOM KapauOBEPCUM WIW IPYIMX peaHU-
MaIlMOHHBIX MEPOTIPUSATUI C TIOBPEKICHUEM CKEIETHOMN
MYCKYJIaTypBI, B TOM YUCJIE MBI TPYIHON KIICTKU.

Kak 0b1710 moka3aHo B 9KCIEpUMEHTE, BO BpeMsl OCTa-
HOBKU cepJilla KOPOHAPHBIN KPOBOTOK MCUYE3aeT BIIOTh
IO Havala peaHUMAaIlMOHHOM Teparuu, a BO BpeMsl Hee
octaeTcsl CHIKEeHHBIM 10 10—20% 0T KOHTPOJILHOM Be-
guauHbl [9]. M3BecTHO Takxke, 4TO aeUOPUILISIIAS
cama o cebe mospexknaer muokapa [10]. Kpome Toro,
BO3MOXHa TpaBMa Cepilla MPU BHITIOJTHEHUHW Maccaxa.
B enmHCTBEHHOM M3BECTHOM MCCIICIOBAaHUH, ITOCBSIICH-
HOM peaHMMaIuy 6e3 UCIIOIb30BaHUsI JJICKTPOTEPATTHH,
BCE PaBHO OBLIO OTMEYEHO TMOBBIIICHUE KOHIICHTPAIINHT
TporoHWHa | B KpoBM € e€e BO3BPaTOM K HOPMAaJTbHOMY
ypoBHIO B TeueHHe 30 U Iociie BOCCTAHOBJICHUSI KPOBO-
ob6pamieHwus [11]. Takum oGpa3om, CyIIeCTBYeT MHOXKECT-
BO (haKTOPOB, IMTOTEHIIMAIEHO MPUBOISIINX K TIOBPEXKIIC-
HUIO CEPICYHOMN MBIIIIIIHI.

[lpy HaTMYUM TIPENIISCTBYIONINX 3a00IeBaHUN cep-
na (KapaIrnoMUOTIaTH, BPOKICHHBIX TTIOPOKOB CepiIia)
y IIeTeil CBIBOPOTOYHAsT KOHIIEHTpAIIUsI TporoHuHa | ac-
COITMUPYETCS CO CTETICHBIO NUCHYHKITMN MUOKapIa 1 T10-
BBIIIICHA Y TAIIMCHTOB C BBIPAKCHHBIMU CHUMITTOMaMU
HEIOCTaTOYHOCTH KPOBOOOPAIIEHUS W Y YMEPIITUX BIIO-
cieacTBuM 001bHBIX [ 12]. B HalieM HabIto1eHM He ObLTO
aHaMHECTUYECKUX WM JAPYTUX YKa3aHWUU Ha HaJIudue
Kakoii-11mbo 0oJie3Hu cepaua y 14-JeTHero moapocTka,
a TaKKe XPOHWYECKOW CepleyHOil HEemOCTaTOYHOCTH.
bnaronpusitnas nuHamuka OKI, ynonerBoputesbHast
cucroimIeckast (GyHKITUS JIEBOTO XKETyI0dKa U OTCYTCT-
BHE IMCKWHE3WH MUOKapa IIpy 3X0Kapauorpabuu CBU-
TIETETLCTBOBAIM TIPOTUB (hOPMUPOBaHUS MH(DAPKTA MUO-
kapna. Takum 00pa3oM, ypoBeHb TporioHUHA | B riepBbIe
2 cyT, MNpeBblIAKOLIMI MOporoBblii B 20 pa3, ObICTPO
CHM3UBIIUICA B TeUeHWE 7 CYT WM BCKOPE JOCTHTIIHI
HyJIsI, MOT OBbITb CBsI3aH ¢ OU(POY3HBIM MOBPEXICHUEM
MHOKapa BCJIEACTBAC PeaHMMAIIMOHHBIX MEPOTIPUSATHI
(BKJTIOUAsT HEOMHOKPATHBIC pa3psiabl  nehUOpLISITO-
pa). Konuenrpauus KOK-MB 1o «B3pociabiM» MepKam
Takke HopMajm3oBaach (5,36 HI/MJI), OIHAKO JUTS IO/~
POCTKOBOT'O BO3pacTa OCTaIaCh HECKOJIBKO BBITIIEC HOPMEI,
CBUICTEIBCTBYSI 00 M3MEHEHMM 3HEPro00eCTiedeHHOCTH
MHOKap/a, 9To TpeOyeT TMHAMIYECKOTO KOHTPOJIS.

[MapannenbHOe yimydIleHNEe KIMHWUYECKOTO CTaTyca,
rnokasareseil ¢GpyHKIIMM OpraHoB, oOLIEro ypoBHs dep-
MEHTOB B KPOBU ¥ MUOKApIUAIBHBIX (DEPMEHTOB CBUJIC-
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TEJIBCTBYET 00 YCIEITHOCTU IPOBEACHHON peaHUMaIuu
1 OBICTPOM BOCCTAHOBJICHUM HapyIIEHHOTO KpOBOOOpa-
meHus. TeM He MeHee 3apeTUCTPUPOBaHHBIC HAMM JTaH-
HbI€ YKa3bIBAIOT Ha BO3MOXHOCTb nuddy3HOro odbpaTu-
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OPUINHAJIbHbBIE CTATbU WHDEKLIMOHHBIE BOJIE3HU

Hapymenue o0MeHa MoYeBOii KHCJIOTDI Y JieTeil ¢ 0cTpbIMU MH(EKIHOHHBIMHI JUAPESIMH

C.B. Xaauynnuna, B.A. Anoxun, U.A. I'ymop, FO.P. Ypmanueesa

KasaHckuii rocyoapCTBeHHbIN MeanUMHCKUIA yHMBepcuTeT; PecnybnmkaHckas knnHmnyeckas nHdekumMoHHas 6onbHMUa,
KasaHb

Uric acid metabolic disorders in children with acute infectious diarrhea

S.V. Khaliullina, V.A. Anokhin, 1.A. Gutor, Yu.R. Urmancheeva

Kazan State Medicine University; Republican Clinical Infectious Diseases Hospital, Kazan

Ileab uccaedosanus: OUEHUTH PACTIPOCTPAHEHHOCTD M KJIMHHYECKHE 0COOEHHOCTH OCTPBIX KHINEYHBIX MH(EKIHii y 1eTeil, mpoTeKa-
OIMX ¢ CHHAPOMOM runepypukevun. Ilayuenmot u memoost. IIpoBeeHo oJHOMOMEHTHOE MONEPEYHOE UCCIEA0BAHNE, BKIIOYAB-
niee HaOmoaeHne 3a 202 1eTbMHU ¢ OCTPHIMH KHIeYHbIMH HH(pekuusavu. [lepsyro (uccieayemyio) rpymmy cocTaBuin 22 peGeHka,
Y KOTOPBIX YPOBEHb MOYeBOii KMCJOThI B CHIBOPOTKE KPOBH ObLT Bbiie 416 MKMOJb/1, BTOpYIO (KOHTpoJbHYI0) — 120 mereii
C HOPMAJILHBIM YPOBHeM MouYeBOii KuUCJIOTBI (120—320 mMkmoub/n). Pezyiomamot. JIHAaTHOCTHYECKH-3HAYMMYIO THIIEPYPHKEMUIO
perucrpupoBaiu y 10,8% nereii. DTrojorus ocTpoii MHGEKIUMOHHOI IMapen He 0Ka3bIBAJa 3HAYMMOrO BJIMSHHSI HA YACTOTY pe-
rucTpanuu runepypukeMun. ITopaxkenue KeJqyI04HO-KHIIEYHOr0 TPAKTA B (hopMe racTpOIHTEPOKOINTA YBEJUYMBAJIO PUCK pa3-
BUTHS THNEpYpUKeMun GoJiee yeM B 2 pa3a (mokasare/b oTHomeHus npeBanentHocteit PR=2,7; 1N 1,03—7,2). Hanuuue pBoThI
YBEJMYHBAJIO BEPOSITHOCTh BbIsiBIeHUs runepypukemuu B 1,6 paza (PR=1,6; JIU 1,1-2,3). Bsiéods:. Bropuunas rumepypuke-
MM yaiie pa3BuBaercs y nereii or 3 1o 7 jer. B Hamiem ucciieioBaHMU ee 0JMHAKOBO YaCTO PETHCTPUPOBAJIN KAK NMPH BUPYCHBIX,
TAK U MPU 0AKTEPHATbHBIX OCTPbIX KHIIEYHbIX HHEKIUIX, MPOTEKAIINX B BUIE rACTPOIHTEPOKOJIUTA, CO PBOTOM, 00€3BOKHMBA-
HHMEM M AlleTOHEMUYECKUM CHHIPOMOM.

Karouegoie cnosa: demu, ocmpule kKuueuHble uHgeKyuu, HapyuieHue 00MeHa Mo4egoil KUcA0myl, UnepypuKemusl.

Objective: to estimate the prevalence and clinical features of acute intestinal infections running with hyperuricemia in children.
Patients and methods. A cross-sectional study was conducted in 203 children with acute enteric infections. Group 1 (a study group)
included 22 children whose serum uric acid level was above 416 pmol/l and Group 2 (a control group) comprised 120 children with
normal uric acid level (120—320 pmol/1). Results. Diagnostically significant hyperuricemia was registered in 10,8% of the children.
The etiology of acute infectious diarrhea had no significant impact on the registration rate of hyperuricemia. Gastrointestinal tract
damage as gastroenterocolitis more than doubled the risk of hyperuricemia (prevalence ratio (PR)=2,7; CI 1,03—7,2). The presence
of vomiting increased the probability of detecting hyperuricemia by 1,6 times (PR=1,6; CI 1,1—2,3). Conclusion. Secondary hyper-
uricemia occurs more frequently in children aged 3 to 7 years. In our study, it was equally often recorded in both viral and bacterial
acute enteric infections appearing as gastroenterocolitis with vomiting, dehydration, and acetonemic syndrome.

Key words: children, acute enteric infections, uric acid metabolic disorders, hyperuricemia.

1 yMEHBILIEHUE ee 9KCKpelnn ¢ Movoit (85—90%) [1, 2].

I YunepypukeMusi — OMOXMMMUUECKasi aHOMaJlusl, KO-
MeTtabonnyeckuii MyTh peaiu3yeTcsl B YCJIOBUSIX aKTH-

TOpasd BO3HUKACT B PE3YJIbTAaTC M30BITOYHOTO TI0-

CTYIUIEHUs, TPONYKIIMU YypaToOB U/IUOO0 BCIEACTBUE
MOHUXXEHHON MOYEYHOI 3KCKPELUMU MOYEBOW KHUCIO-
Tbl [1].CyluecTBYIOT iBe COCTaBJSIIOIIME DHAOTEHHOTO
MEXaHW3Ma pa3BUTUS THUICPYPUKEMUM: TIOBBIIICHUE
TIPOMYKIIUM MOYEBOW KHUCJIOTHI — TaK Ha3bIBAeMBbIi
MeTabonmnmueckuii myTh (okoso 10—15% Bcex ciydaes)
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Iytop Upuna AnatonbeBHa — Bpad PecryGanMKaHCKON KIMHUYECKOM MHMEK-
LIMOHHOM 60s1bHUILIBI UM. TIpo(. A.D. AradhoHoBa

VYpmanueena lOnust PycteMoBHa — 3aM. IJ1. Bpaya 10 MEAMLIMHCKOM YacTh TOM
K€ OOJTbHULIBI
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BallMU KaTaboau3Ma OeKOB, YCUJIEHUsI CKOPOCTU pacria-
J1a HyKJIEOTUIIOB U T.A. B TO e Bpemsi CKOpoCTb yTUIIN3a-
LIMM KOHEYHBIX MPOIYKTOB JIerpajialiii MypUHOB CBsI3aHa
¢ MpoueccaMu peadcopOIIMi MOYEBOI KUCIOThI B MOYeU-
HbIX KaHaibliax. CyllecTBYeT HECKOJbKO TaKUX MEXaHU3-
MoB. K ux uunciy, B nepByio ouepe/ib, OTHOCSIT HATpUIA3aBU-
CUMBIif MEXaHU3M, KOra peadcopOLiusi MOUYEBOI KHCIOThI
B MPOKCUMAJIbHBIX OTIEJaX MOYEUHbIX KaHAIbLEB WIET
napajjieJlbHO ¢ MOHAaMU HATpusl (HATPUMKOTPAHCIIOPT-
Hble cuctembl). Bropoit Mmexanusm — GLUT9-, URATI-
OINOCpENIOBAaHHAs DPEryJisILivSl YPOBHSI YpaTOB B KpPOBU
(bakTruecKu, aKTUBHBIN TpaHCHOPT) [2].DTU MeXaHU3MBbI
00ecreynBaloT KOppessiuio yPOBHSI MOYEBOI KHCJOTBI
B CbIBOPOTKE KPOBHU C €€ KOJMYECTBOM B MOYE U COOTBET-
CTBEHHO aIeKBaTHYIO 3JIMMUHALIMIO U3 OpraHu3Ma.
KiuHuueckoe 3HayeHUe MIUTETbHON CTOMKOW M-
MepypuKeMUU pa3HOOOPa3HO U BKJIIOYAET Pa3BUTHUE KaK
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CUMNTOMATUKM KJIACCUYECKOU TMOoAarpbl ¢ MopaxeHuem
CYCTaBOB, TaK M ypaTHOW HedpomnaTtuu (KpucTaurypun)
u MouekaMeHHol Oone3nu [1, 3]. Ha ceromgHsiuHuii
JIeHb TUIIEPYPUKEMUIO ACCOLIMUPYIOT C Pa3BUTUEM MeTa-
0OJIMYECKOTO CUHAPOMA, apTepUaibHOW TUMEpPTEeH3UU,
C XpOHUYECKOU MOYEYHOM MAaTOJIOTUEH, CEPAEYHO-COCY-
JNUCTBIMU 3200JI€BAHUSIMU, CUHIIPOMOM PE3UCTEHTHOCTHU
K MHCYyuHy [1, 3, 4].

V nereit cCMHAPOM T'UMNIEPYPUKEMUU CBSA3bIBAIOT, B TIEP-
BYIO OY€pelib, C CYyLIECTBOBAHUEM CPABHUTEIbHO HEYACTO
PerucTpupyeMoro HEpPBHO-apTPUTUUECKOTO 1Maresa.
Ero accouuupytot ¢ Bpoxk/eHHON aHOMaJIUueil uiau, To4-
Hee, ¢ 0COOEHHOCTSIMU MTYPUHOBOTO OOMEHA, MPOSIBJISIIO-
IIMMUCSI B KOHEYHOM UTOTE TUMEPNPOAYKIIMENd MOUEBO
kucyiothl [5]. B To XXe Bpemsi paboTaMM OT€YECTBEHHBIX
ucciiefoBaresieil mokasaHo, YTo BbICOKUIA ypOBEHb MOYe-
BOI KMCJIOTHI MOXKHO Haiitn y 40% meteil ¢ pa3HBIMU 3a-
6osneBaHusIMU [6].B yacTHOCTH, TUIIEPYPUKEMUS MOXET
COMPOBOXAATb UCTUHHYIO MOJULIUTEMUIO U BTOPUYHBIE
SPUTPOLIUTO3bI, OCTPbIE U XPOHUUYECKUE JIEHKO3bI, JIUM-
(oMb, reMouTHUYECKE AaHEMUU, AyTOUMMYHHbIE 3200-
JIeBaHUsl U Mp., T.€. T€ MPOLECCHI, TPU KOTOPbIX 3HAUU-
TEJIbHO YCUIMBAETCsl 0OOMEH HYKJIEMHOBBIX KUCIIOT.

YuuTbiBasi yHUBEPCATbHOCTb MeXaHU3Ma (hOpMUPOBaA-
HUSI TUTIEPYPUKEMU U, Mbl IPEATTONIOXWIN, YTO UHAYKTOpA-
MM 3TOTO CUHAPOMA MOTYT CTaTh JI0Oble MH(MEKIIMOHHbIE
3a00JIeBaHUSI, B TOM YMCJIE OCTPbIe KUILIEUHbIe UH(MEKIINH,
HEpelKo MpoTeKaronie ¢ 00e3BOXKUBAHUEM U PA3BUTHEM
BTOPUYHOTO KETOAM103a. DTU (HaKTOPbl ACCOLIMUPYIOTCS
C aKTMBHOCTbIO MTyPUHOBOTO 0OMeHa U 3(PHEKTUBHOCTbHIO
3JIMMUHALIMY coJjieit MoueBoii kuciorhl [7,8]. Takum obGpa-
30M, 00a MexaHuW3Ma Pa3BUTUSI TUIEPYPUKEMUU MOTYT
PeaIM30BbIBATHCS MPU OCTPBIX IUAPEHHBIX 32001 BAHUSIX,
B TOM 4yucC/ie MUHMEKIMOHHONM MTPUPOIBI.

MaHudbecTaiust TunepypukeMmuu MOXKeT TTPOSIBISITHCS
(byHKIIMOHAIBHBIMU PACCTPOMCTBAMU LIEHTPATBHOM U Be-
reTaTUBHON HEPBHBIX CUCTEM (MOBBIILIEHHON BO30YyIU-
MOCTbIO, HAPYIIEHUSMU CHA), PACCTPONCTBAMM JESITEb-
HOCTU KEJTyIOYHO-KUILIEYHOTO TpakTa, 9K3aHTEeMaMu,
(opMUpoBaHUEM «OAATPUYECKOTO CUHAPOMa» (apTpaj-
IMu), pa3BuTUEeM Kpuctautypuit u np. [1,5]. [TogoGHoOrO
pola CUMITOMBI HEPEIKO PErMCTPUPYIOTCS B KIIMHUYE-
CKOI KapTUHE OCTPbIX KUIIEYHbIX UH(MEKIIUH Y ETEe.

Lenb HacTosIero ucciaenoBaHusi — OLIEHUTh pac-
MPOCTPAHEHHOCTb U KJIIMHUYECKKE OCOOEHHOCTU OCTPBIX
KUIIEYHbIX MHGEKIUIA y 1eTeit, TPOTeKaoUIUX C CUHAPO-
MOM TUMEPYPUKEMUM.

XAPAKTEPUCTUKA JTIETEI
N METOJbI UCCIIENOBAHUA

B onHOMOMeHTHOe monepeyHoe ucciaeqoBaHue Obuin
BKJIIOUEHBI IETU, TOCIIUTATM3UPOBaHHbIe B PecriybukaH-
CKYI0 KJIIMHUYECKYIO0 MH(EKIIMOHHYIO OosnbHUIY Kazanu
C KJIMHUYECKUMU MPOSIBJICHUSIMU OCTPOI KUILIEUHOW MH-
(exumu B nepuon ¢ stuBaps 1o nexkadpb 2012 . Kpurepu-

SIMU BKJTIOUYEHMSI ObLIW: TUITUYHbIE (DOPMbI 3a001€BaHUS,
OTCYTCTBME TSIKEJIOro IMpemMopouaHoro ¢oHa, coriaacue
poauTesieil/oneKyHoB JeTeil Ha UX y4acTUe B UCCIIEI0Ba-
Hun. KpuTepuu MCKITIOUeHUST: IPU3HAKU HEPBHO-apTPH-
TUYECKOTO auaTe3a, CUHAPOM alleTOHEMUYECKON PBOTHI
B aHaMHe3e. 3a 60JIbHBIMU YCTaHABIMBAIOCH €XKEIHEBHOE
HaOmoaeHe B TeyeHue S5+3 cyT — [0 HOpMaiu3aluuu
KJIMHWYECKOW CUMITTOMATHKY U BBITTMCKH W3 CTallMOHApA.

KpoBb m1s1 onpeneneHusi ypoBHsI MOYEBOI KUCJIOTHI
U DJIEKTPOJIUTOB 3a0MpaIU B 1-€ CYyTKU FOCIUTATIMU3ALMH.
HccnenoBanue npoBoaviav Ha OMOXMMUYECKOM aHAIM3a-
tope ABBOTT Architect. DTHOJIOIMIO OCTPOIi KUIIEUHO
WHGEKIUY TTOATBePXKIATN CTAaHIAPTHBIMYM OOIIETIPUHSI-
TBIMHW METOIAMH.

CTaTuCTUYECKUil aHaIU3 TMPOBOJUIM C HCIOJIb30-
BaHueM Tmporpamm Statistica 8.0, MicrosoftExcel 2007.
B xone paboThl paccuMThbiBaIu ClleAylonIMe Mokas3aTean
(B 3aBUCUMOCTM OT BUJA pacripelieieHus]): cpeiHee 3Ha-
yeHue, 95% moseputenbHbIii nHTepBan (JAM+1,965D);
MeIMaHy MEXKBapTUIbHBIA pa3max (3Ha4eHUsS 25-To U
75-r0 NpOLEHTUJIEN); IBYCTOPOHHUH #-KpuTepuit CThblo-
neHTa (MOIUGUIIMPOBAHHBIN B TPYMIIaX C Pa3TUIHBIMU
JUCTIEPCUSIMU ) ; KpUTeprit MaHHa— YUTHU; KpUTEpHil )2,
TOYHBIN Kputepuit Puiiepa. 15 OllEHKU CBSI3U IBYX
MPU3HAKOB () UCTIOJIb30BAIU METOJl PAHTOBOI KOppEsi-
uuu no Crnupmeny. s aHanu3a 3aBUCUMOCTU OHOTO
TPU3HAKa OT HECKOJIBKUX — JIMHCWHBIM PeTpecCUOHHBII
aHanu3. [TokazaTtenb oTHoLeHUs npeBajieHTHOCTE (PR)
PacCUUTBIBAIIN, UCTIOJb3Ysl TAOIULIbI COMPSIKEHHOCTH.

PE3VYJIBTATbBI

[IpuHATO cunTaTh, YTO HOPMATBHBIA YPOBEHb MO-
YeBOI KUCJOThI B KPOBU y JIeTeil 10 14 jeT cocTaBiseT
120—320 mMkmosb/a. Y B3pOCbIX MALMEHTOB (JaHHbBIC
3apy0OeXkHbIX HCClieoBaTesieil) yMEpEeHHYI0 TUIepypu-
KEMUIO PETUCTPUPYIOT TIPU YPOBHE MOUYEBOM KHUCIOTHI
>416 MKMOJIb/JI, BBIpaXCHHYI0O — TIpU 535 MKMOJIb/T
u Bbile [9]. B Poccuu runepypukemMuein CUMTaIOT MOBbI-
IIEHUE YPOBHSI MOYEBOI KHUCIOTHI B CBIBOPOTKE KPOBHU
BbITIIe 360 MKMOJIB/JT Y XeHITUH 1 420 MKMOJTb/JT Y MYyX-
yuH [10]. ¥ neteil Bompoc, Kakoil ypoBeHb MOYEBOI
KUCJIOTHl B CBIBOPOTKE KPOBM CUUTATh JTAOOPATOPHBIM
KpUTEpUEM TUTIEPYPUKEMUH, TAKXKE HE UMEET OTHO3HAY-
Horo otBera. Tak, B.P.JleHbra u coaBt. [11] Ha3bIBaOT
mdpy 268 MkMoib/1 1 Beie. B.M. UepHbIleB B CBO-
€M HCCJIeIOBAaHUM, MOCBSIIEHHOM M3YYeHUIO CUHIPOMA
TUTICPYPUKEMUN Y IEeTei, YKa3bIBaeT YpoBeHb 3,59 Mr%
(210 Mx™MoIB/IT) ¥ BBIIIE [6].

Hame wuccinenoBaHue  BKIIOYAIO — HaOJIOIeHUE
3a 202 1eTbMM ¢ OCTpPOM KUILIEYHOU MHpeKuuneir. Ypo-
BEHb MOYEBOW KHCJIOTHI B CBIBOPOTKE KPOBM BBIIIE
320 mxmoJb/1 umenu 60 (29,6%; AU 23,3—35,9%) nauu-
eHToB. [IpoBenst MAIOTHBIC MCCICIOBAHUS (TaHHBIC He
OIyOJIMKOBAHBI ), TTOCBSIIIICHHBIC U3YYCHUIO ITPOSIBIICHUI
OCTPBIX KMIIIEYHBIX MHMOEKITNI Y TeTe ¢ TUTIepypPUKEMHU-
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el (ypoBE€Hb MOYEBOU KMUCJIOTHI Bbile 320 MKMOJIb/J),
Mbl HE BBISIBUWIM CTATUCTUUYECKU 3HAYMMBIX OCOOEHHO-
CTell KJIMHMYECKOW CUMNTOMATUKM Y HaOJIOAaBIIMXCS
MnaiueHToB. bbulo MPUHSATO pelieHue B IpyIy naiueH-
TOB C TUIEPYPUKEMUEN BKIIOYUTH OOJbHBIX C YPOBHEM
MOYEBOI KUCIIOTHI B KPOBHU BbIIIe 416 MKMOIB/1. Takmx
neteit 6b10 22 (10,8%; AN 8,6—13%). OHU cocTaBUIN
1-10, uccienyemyto rpymimy. [lpumeyarenbHo, 4TO BbIpa-
JKEHHYIO TUIEPYypUKEeMUIO (YPOBEHb MOYEBON KUCIOThI
BbllIE 535 MKMOJIb/JI) y 3TUX JeTeil HaOMoAaId JIUILb
v52,5%; A1 0,4—4,6%) u3 202 mamueHtoB. Bo 2-10,
KOHTPOJIbHYIO I'PYIIY BOLLIU JETU C HOPMAJIbHBIM YPOB-
HEM MO4YeBOi KUCIOThl B KpoBu (120—320 MKMOb/7).
Takux marmuenTtoB 6bu10 120 (59,1%; AN 52,3—65,9%).
V23 (11,3%; AN 6,9—15,7%) u3 202 meteit perucTpupo-
BaJii HU3KUI ypOBEHb MOYEBOIN KUCIOTbI B CHIBOPOTKE
kpoBU (<120 MKMOJIb/JT), 1 OHU B UCCIEOBaHUE HE BO-
LLUTH.

KonnuecTtBo MaibuMKOB U A€BOYEK B CPaBHUBAEMbIX
rpynnax obU10 NpuMepHO oauHakoBbiM (p=0,773). Tlo-
BUIIMMOMY, TIOJI HE CBsI3aH C (haKTOM HapylIeHUsI OOMeHa
MOYEBOI KUCJIOTHI Y IETEl C OCTPbIMU KUILIEYHBIMU WH-
exuusamu. CpenHue nokasaTesd BO3pacTa TakxKe 3Ha-
YUMO HE pa3inyajiuch (MeIrMaHa BO3pacTa B IpyIIINe ¢ ru-
rnepypukemMueii Obljia paBHa 3 rogam, MeXKBapTUIbHbII
pasmax 1,7—4 rona; B koHTposie — 2,9 roga u 1,1-5 ner
cooTBeTcTBeHHO; p=0,438).

M3BectHO, uTO CHMKeHUE 3(hGEKTUBHOCTH 3KCKpe-
LIMM MOUYEBOI KUCJIOTHI U3 OpraHn3Ma yesioBeka B 85—90%
CJIyyaeB CIYXXUT NMPUYMHON DPA3BUTHUSI KaK MEPBUYHOM,
Tak U BTOpUYHON runepypukemuu [1—3]. KnuHuko-na-
OOpaTOpHbIMM MapKepaMu STOTO COCTOSIHMSI SIBJISIIOTCSI
YPUKO3YypUs U ypaTHast Kpuctawutypusi [1]. Bo 2-it rpynne
JIeTeit ¢ HOpMaTbHBIM YPOBHEM MOUYEBOI KMCIOThI B KPOBU
yparyputo nuarHoctuposamu y 9 (7,5%; AN 2,8—12,2%)

OPUINHAJIbHbBIE CTATbU WHDEKLIMOHHBIE BOJIE3HU

neteii. B 1-i1 rpyrie ¢ runepyprukeMuein KpUCTaiibl MO-
YEeBOW KUCIIOTHI U €€ COJIeld B MOYe HE BBISIBIISTH BOBCE.

MBI OLIEHWIM YacTOTY BBISBICHUS] TUIIEPYPUKEMUN
B pa3HBIX BO3PACTHBIX Tpymax. Cpeay MaluueHTOB paHHe-
ro Bo3pacTta (o 3 JIeT) CTaTUCTUYECKU TOCTOBEPHBIX pa3-
JIMYUIA MEXIY TPYIIIIaMU BbISIBJIEHO He Obuto. Hapymenue
00MeHa MOYEBOU KMCJIOTHI TOCTOBEPHO Yallle PerHCTPH-
poBanu y nauureHToB ot 3 1o 7 net (p<0,001). [Tokazarennb
OTHOILIEHUSI TIPEBAJIEHTHOCTE! YKa3bIBaeT Ha TO, YTO Be-
POSITHOCTD Pa3BUTHSI TUTIEPYPUKEMUU Y IETEI C OCTPBIMU
KUIIEUHBIMA MHMEKLMSIMU B 3TO BO3PACTHOM TpYyIIIe
6ombire B 2,5 paza (PR=2,5; 1N 1,6—4,1). Y nanueHTOB
crapiie 7 JieT, HalpOTUB, TUIIEPYPUKEMUIO BBISIBIISUIN
pexe, yeM B KoHTpoJie (p=0,044). Koppensiiuu Bo3pacTta
JeTeli C ypOBHEM MOYEBOI KUCIOTHI B CBIBOPOTKE WX KPO-
BM B 1IeJIOM BbIsIBJIeHO He ObL1o (r=0,573; p=0,538). Tak-
K€ HEeT 3aBUCUMOCTH YPOBHST MOUYEBOI KUCIIOTHI OT MacChl
tesa nmaueHToB (+=0,107; p=0,384).

MBI OLIEHWJIM 3TUOJIOTMYECKHWE BapUaHTBl OCTPBIX
MHOEKIIMOHHBIX TMapeii B CpaBHMBAaEeMBbIX TpyImax. Pe-
3yJIBTaThl IpUBeAeHBI B Ta0. 1. Koppensuun atTrooruu
3a00J1eBaHUS C YPOBHEM MOYEBOI KUCIIOTHI B KPOBU BbI-
siBjieHo He ObL10 (r=0,18; p=0,139).

Tornmka MOpaxkeHUs XeTyIOYHO-KHUIIIEYHOTO TpaKTa
MPY OCTPBIX KUIIEYHBIX MHQPEKIUAX 3aBUCUT, B TIEPBYIO
ouepenb, OT BO30yIuTeNs 3a00JIeBaHMsI. DTO TIOATBEPXKIa-
0T pe3yJIbTaThl HaIllero nccieaoBaHus. Yaiie Bcero peru-
CTPUPOBAIA TACTPOIHTEPUTUYECKUE BAPUAHTBHI TEUCHUS
MH(DEKINN, YTO BIOJHE OOBSICHUMO, IMTOCKOJIBKY B 3THO-
JIOTMYECKON CTPYKTYpe MH(EKIIMOHHBIX Auapeil y aeTeit
MpeobIanaT POTaBUPYCHl. BocamuTebHbIe M3MEHEHMST
Ha TIPOTSDKEHUM BCETO KEIyIOYHO-KHUIIEYHOTO TpaKTa
YBEJWYMBAIA YaCTOTY BBISBICHUSI TUIEPYPUKEMUM 0O-
siee yeM B 2 pasza (PR=2,7; I 1,03—7,2), uro oTpaxkeHO
B Ta0s1. 2. B 11e10M KOppesIsiiiuio YpoBHS MOUYEBOI KUCIIO-

Tabauya 1. Yactora perucTpanuy runepypukeMin y 00JIbHBIX € OCTPLIMH KHIIEYHBIMU HH(EKIMAMH PA3IMIHOMN STHOIOTHH

DTHONOTHS KUIIEYHOU MHGMEKITMI 1-s1 rpynma (n=22) 2-s rpynma (n=120) p
BupycHble muapen 50 (29,9—70,1), 11 47,5 (38,6—56,4), 58 0,665
B ToMm uncre:

OakTepuaibHas 1uapest 4,7 (—4,1—13,5), 1 2,5(=0,3—5,3), 3 0,594
CabMOHeIIE3 4,7 (—4,1—13,5), 1 1,7 (—0,6—4), 2 0,388
DTHOJIOTHS HE BHISICHEHA 45,3 (24,5—66,1), 10 50,8 (39,4—57,2), 60 0,803

Ilpumeuanue. 3nech 1 B TabI. 2: ipeacTaBieHa 105 B % (0BepUTEIbHBII MHTEPBal), a0CONIOTHOE 3HAYCHUE.

Tabauya 2. 3aBucMMOCTH TOMUKH NIOPAIKEHUS KeTy104HO -KUIIEYHOTO TPAKTA OT YPOBHS MOYEBOii KMCJIOTHI B KDOBH 00C/1e10BaH-

HBIX JeTei

Tonuyeckuii AMarHo3 1-a rpynma (n=22) 2-g rpynma (n=120) P

Tactpur 13,6 (—0,7—27.9), 3* 6,7 (2,2—11,2), 8 0,261
TacrposHTEepUT 63,7 (43,7—83,7), 14 68,3 (60—76,6), 82 0,665
TacTposHTEepOKOIUT 22,7 (5,2—40,2), 5 8,3 (3,4—13,2), 10 0,028, (PR=2,7; A1 1,03-7,2)
DHTEPUT 0 1,7 (=0,6—4), 2 0

DHTEPOKOJIUT 0 10,8 (5,2—16), 13 0

Temokoaut 0 4,2(0,6—7,8), 5 0
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TBI B KPOBH 00CJICIOBAHHBIX C YPOBHEM TTOPAKCHUS SKEITy-
JIOYHO-KHUIIIEYHOro TpakTa He BbisiBuIu (r=0,03; p=711).

B cuny ocobGeHHocTell TOKa3aHUil K TOCIIUTAIM-
3aIUu JIeTKue (OPMBI OCTPBIX KHIIECYHBIX WHOEKIMI
y 00C/IeIOBaHHBIX TMAallMEeHTOB HEe ObLIM 3aperucTpupo-
BaHbl. B momaBnsiomem OosbimmHcTBe  (86,4—88,3%)
CIydyaeB TOCTIMTATU3UPOBAaHHBIC JETH  IEPEHOCHITA
ocTpble MHGEKIIMOHHBIC TUAPE B CPEIHETSIKEI0M hop-
Mme (p=0,793). CpenHuil ypoBeHb MOUYEBOI KUCIOThI ObLI
TIPUMEPHO OMWHAKOBBIM BHYTPU CPAaBHMBACMBIX TPYIII
U He 3aBuces oT (GopMbl Tskectd uHbekuuu (p=0,871
B 1-11 rpynne; p=0,912 B koHTpose). KoadduureHt Kop-
PEIISINY TaKKe He TTOKa3aJl CBSI3U MeXIy (hOpMOil TsTKe-
CTH 3a00JIeBaHUS U YPOBHEM MOYEBOI KUCIIOTHI B KPOBU
nauueHToB (r=—0,02; p=0,817).

O0e3BOXMBaHWE 4Yalle pPEruCTPUPOBAIM Yy JeTeid
1-i1 rpynmel. Tak, eciw TIpy HOPMAaJIbHBIX ITOKa3aTe-
JIIX YPOBHSI MOUYEBOU KMCJIOTHI B CHIBOPOTKE KPOBM CO-
CTOSTHME BKCUKO3a muarHoctupoBamm y 39 (32,5%; AN
24,1-40,9%) w3 120 neteit, TO MpH TUNEPYPUKEMUU
— y 10 (45,5%; 1N 24,7—66,3%) u3 22 neteit (p=0,24).
CrerneHb 00€3BOXXMBAaHMS TaKKe ObLTa BBIIIIE TTPU TUTIEP-
YPUKEMUH, YeM B KOHTPOJIE: COOTBETCTBEHHO Yy 8 (36,4%;
AW 16,3—56,5%) n3 22 u'y 25 (20,8%; AU 13,5—-28,1%)
u3 120, xora p=0,112. Kpome Toro, npu HapylieHUU
oOMeHa MOUYEBOIl KUCIOThl 3KCUKO3 2—3-ii CTENeHn pe-
TMCTPUPOBAIA TOCTOBEPHO Yallle, YeM YMEepeHHOe 00e3-
BoxxuBaHue (p=0,030). ¥ nopasisioiero 60JbUIMHCTBA
(95,3—95,8%) obcnemoBaHHBIX JeTeil B 00eWX TPYIIax
MUATHOCTUPOBAIA M30TOHUYECKUI THUIT 9KCUKO3a.

AIICTOHEMUYECHA CHHIPOM Yallle PEeTUCTPUPOBATI
ITPY BBICOKMX 3HAYCHUSIX YPOBHST MOUEBOY KUCIIOTHI B ChI-
BopoTtke KpoBu (p=0,003). OH passuBaics y 18 (81,8%;
AW 65,7-97,9%) u3 22 nereii ¢ TutiepypukemMueii. Ad-
COJTIOTHBIC 3HAYCHUSI YPOBHSI MOYEBOI KHMCIIOTHI B 3TOM
rpyrnre naiueHToB ObulM Bbile, XoTs p=0,378. ¥V nereii
C HOPMAaJTBHBIMU ITOKa3aTeIIMU YPOBHST MOYEBOU KHUCIIO-
THI B CBIBOPOTKE KPOBHU COCTOSTHUE KETOAIINI03a BBISIBIISI-
JIM TIPUMEPHO B TIOJIOBUMHE ciiydaeB — y 58 (48,3%; AN
39,4—57,2%) u3 120. [IpumeuaTeIbHO, UTO JaXKe B KOHTP-
OJIGHOM TPYIITIC YPOBEHbh MOUYEBOI KMUCIIOTH B CHIBOPOTKE
OBIT MOCTOBEPHO BBINIE TIPW KETOAIMIO3€, YeM 0e3 Hero
(p=0,045). CyuiecTByeT KOppessius MEXIy 4YacTOTOi
Pa3BUTHSI alleTOHEMUYECKOTO CUHIPOMA M YPOBHEM MO-
YEeBOM KHMCIOTHI B KPOBU JIETEI C OCTPHIMU KUIIICUHBIMU
uHbexuusimu (r=0,271; p=0,001).

[Ipu otteHKe pa3IMINil B KTMHUIECKON CUMIITOMATH -
Ke MEXIy CpaBHMBAEMBIMM TPYIITIaMU YIUTHIBATH: TIPO-
TOJDKUTETBHOCTD Y BBIPAXKEHHOCTh CHHAPOMOB TTOpaKe-
HUS KeJTYTOYHO-KUIIIEYHOTO TPaKTa, JIMXOPATKUA, CPOKHI
rocriutanu3anu. JlocToBepHbIe pa3InIusl MEXIY CpaB-
HWBAeMBIMU TPYIIIIAMH BBISIBUJIU JIUIIH ITO YaCTOTE PETH-
CTpaliy OOJIBHBIX ¢ CHHIPOMOM PBOTHI. Tak, KoJImdecT-
BO JIeTeil CO PBOTOI B 1-€ CYTKU TOCTIMTATM3AIIANA OBLTO
JIOCTOBEPHO OOJIbIIe TIpU TUNepypukeMun — 15 (68,2%:;
IOW 48,7—87,7%) npotus 51 (42,5%; AW 33,7-51,3%)

B KoHTposie (p=0,045), nmokaszarejb OTHOLIEHMS MpeBa-
nentHocteit PR=1,6, 1N 1,1-2,3. YacToTa pBOTHI TaKKe
ObLiIa BBIILIE B 3TOM rpyrrie (MearaHa 4 31u3oja 3a J1eHb,
MEXKBapTWIbHBINM pa3max 3—10, Bo 2-0ii rpyrirne — cooT-
BeTCTBEHHO 3 U 2—6, p=0,55). DTO BroJIHE OOBICHUMO,
TaK KaK HapylleHHe OOMeHa ITypWMHOB aCCOIIMMUPOBAHO
C pa3BUTHEM KeToalmmo3a. PBoTa KymupoBaiach OBICT-
pee B TPYIIE IeTel ¢ MOBBIIIEHHBIM YPOBHEM MOYEBOM
KUCJIOTHl B ChIBOpOTKe. Ha 3-if meHb rocmmraav3amun
SMHU30[I0B PBOTHI B 3TOU TPYIIIe He HAOTIONAIN HU Y OJI-
HOTO pebeHKa.

BrIpaskeHHOCTD TMapeifHOTO CUHIPOMa ObITa IIPUMEp-
HO OJIMHAKOBOI B CpaBHMBaeMbIX rpyrmnax (p>0,05). Mak-
cHUMaJTbHasT 9acToTa nedeKaluii MpUXoauiach Ha 2-i TeHb
TOCTIMTAIM3AINY W HE 3aBUCesia OT YPOBHS MOUYCBOW KHC-
JIOTBI B CBIBOPOTKE KPOBWM OOJNBHBIX Aeteir. [Tpomomku-
TETLHOCTH TUApEr TAaKKe He 3aBUCesIa OT HAJTMIMS TUTIep-
YPUKEMUU, COCTaBIIsisl B cpeHeM 3 ¢yt (p=0,894).

Ha OGonu B napaymMOuavKanibHOW 00JacTu yalle
XayoBaJMCh netw u3 1-i rpynmel — 12 (54,5%; AW
33,7-75,3%), B KOHTpojie abIOMUHAIBHBIN CUHIPOM
peructpupoBanu pexe — y 47 (39,2%; AW 30,5—-47,9%)
obcnenoBaHHbIX (p=0,178). [ToBbIlIEHHOE ra3000pa3oBa-
HHE B KUIIIEYHUKE TaKKe Jallle PerMCTPUPOBAIIN Y TTAlIH-
€HTOB ¢ rurepypukemuein —y 6 (27,3%; AU 8,7—45,9%)
u3 22. Y neteil ¢ HOpMaJIbHBIM YPOBHEM MOUYEBOI KM CJIO-
TBHI B KPOBU SIBJICHUSI METeOpU3Ma BBIIBWIN Y 27 (22,5%;
AN 15—-30%) u3 120 (p=0,626).

B xadecTBe OCHOBHOI OOBEKTUBHOM XapaKTePUCTUKHI
WHGEKITMOHHO-TOKCUYECKOTO CUHIPOMA HCITOIh30Ba-
JIU BBIPAKEHHOCTh M TPOJOKUATEIEHOCTD JIMXOPAIKU.
B 1-1if neHb rociMTaIM3aIuy BRIPasKEHHOCTD JIMXOPAT0Y-
HOW peakIny ObUTa IPUMEPHO CXOXKEW B CpaBHUBACMBIX
rpynmnax (37,7°C). B nocnenytoliiue THU pa3inumsi Mex-
JIy TPYIIaMu 0 TeMIlepaTypHOI peaklUy ObUTM TaKKe
He3HauuTeabHbIMU (p>0,05). IIUTEIbHOCTD JIMXOPAAKU
ObUTa IPUMEPHO PaBHOM B 0OEWMX TPYITIIaX U COCTAaBUIIA
HeMHOrnM 6oJiblie 3 ¢yt (p=0,965).

Kakoii-m16o Koppelasiiui MeXIy W3MEHEHUSIMU
B 001LIeM, OMOXMMUYECKOM aHaJlU3e, KUCIOTHO-OCHOB-
HOM COCTOSTHUM KPOBHU (KOJTMYECTBO JIEUKOITUTOB, HEM-
TpodunoB, aumdounuToB, MOHOUUTOB U T.Jja., CO3,
YPOBEHBb TEMOTJIOOMHA, TJTIOKO3BI, 3JIEKTPOJUTOB CHIBO-
POTKM) M KOHILIEHTpALIMe MOYEBOI KUCIOTHI MBI HE BbI-
sBviM. Haim HaOoneHrsl MoaATBepAUIN TOT (DaKT, YTO
PYTMHHBIC TApaKIMHUYIECKUE METOIBI JIAOOPaTOPHBIX
HCCIIeIOBAaHUI HE MOTYT OBITh MCITOJIb30BaHbI JaKe B Ka-
YeCTBE «IPEIBAPUTETHLHON» JIUATHOCTUKU HapyIIeHUIA
00MeHa MOYEBOI KHMCJIOTHI y AETEH C OCTPHIMU KHIIEY-
HBIMU MHPEKITUSIMMU.

OBCYXJIEHUE

PeSyHbTaTbI UCCICa0BaHUA ITOKa3aJih, 4YTO IIOBbI-
IEHUEC YPOBHA MOYEBOW KHMCJIOTbI B CbIBOPOTKE KpO-
BU JIETEH C OCTPbIMU KUIICYHBIMU I/IH(l)CKL[I/ISIMI/I BBbIIIEC
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320 MKMOJIb/J1 — sIBJIEHUE NOCTATOYHO PACIIPOCTPAHEH-
HOE, PErucTpUpyeMoe TIPUMEPHO Yy '/, TOCTIUTANIU3UPO-
BaHHBIX IMalMEeHTOB. [UMmoypukeMusi (YpoBeHb MOUYEBOM
kucaotrel <119 MKMOJb/J) BCTpeyaeTcsl 3HAYMTEJbHO
pexe. Ee BBISBISUIM y KaXA0T0O NECATOro pedeHka. Ypo-
BEHb MOYEBOI KHCJIOTbI, COOTBETCTBYIOLIUI YMEPEHHOM
TUTIEPYPUKEMUHN Y B3pOCIIbIX (Oosee 416 MKMOITB/JT), pe-
ructpupoBam y 22 (10,8%; AU 8,6—13%) u3 203 merei,
a BbIpaXXEHHYIO TUInepypukeMuto (6osiee 535 MKMOJIb/JT)
— b y 5 (2,5%; AN 0,4—4,6%) n3 203 maLueHTOB.

[ToBbIIIeHHAsT TIPOMYKIIUST MOYEBOW KHUCIOTHI ITPU
OCTPBIX KHUIIEUYHBIX WHQMEKINSAX MMOTCHIIMAIBHO MOXET
OBITb CBSI3aHa C yCUJIEHUEM KaTaboJsmu3ma 6e1KoB Ha (hoHe
JIUXOPAKU, CUCTEMHOI BOCHAIUTEbHON peakluu, Bbl-
HYXXIEHHOTO TOJIoflaHusl U T.M. B kauecTBe MHTErpasib-
HOTO IMapaMeTpUyYecKoro rnokasatesisi aKTUBHOCTU 3THX
MPOLECCOB MbI BLIOPATIU TEMIIEPATYPHYIO PEAKIIUIO OOJIb-
HOTO, B YACTHOCTH, €€ IJIUTEJbHOCTb U BbIPAXKEHHOCTb.
[To aTM MapaMeTpaM cpaBHUBaeMbIe HAMU TPYTITIHI 3HA-
YUMO HE pa3inyaiuch.

OnpeneneHre BO3MOXHBIX pa3inyuii o TOMUKE I0-
paxKeHWii Mokaszajo, YTO BOCHAJIUTEIbHbIE U3MEHEHUs
CJIM3UCTOM BCETo XeJyI0YHO-KUIIEYHOTO TpakTa (B OT-
JINYKEe OT M30JIMPOBAHHOTO MOPAXEHUsI TOJbKO OJHOIO
oTHeNa KUILEYHUKA) YBEJWYMBAIOT YACTOTY perucrpa-
LIMM TUTIEpYypUKeMun Oosiee ueM B 2 pasa. 3aBUCUMOCTHU
MeXIy (POpMOil TSIKECTH OCTPOIl KUIIEYHOU MHGpEKIIUN
1 YPOBHEM MOYEBOI KUCIOTHI B CHIBOPOTKE KPOBU Y 00-
CJIeIOBaHHBIX JeTeil o0eux rpyrnn Mbl He Hauuiu. B mo-
JIABJISTIONIEM OOJBINMHCTBE ciydaeB(86,4—88,3% )BKitio-
YEHHbIE B UCCJIEOBAHME MTALIMEHThI IEPEHOCUIIN OCTPYIO
KUIIEYHYI0 MH(EKIMIO B CpeaHeTskesnoi dhopme, 4To
1 OOBSICHSIET MOJYYeHHBIN pe3yJibTar.

«BkioueHre» Tpu OMpeneseHHbIX YCIOBUSIX MeXa-
HU3MOB PETyJISIIAA YPOBHSI MOYEBOW KHUCIIOTHI B CHIBO-
pPOTKE KPOBHU, B MEPBYIO OYepellb, CBSI3aHO C YCUJIEHUEM
ee 3KCKpeuuu ¢ Mouyoii. OOBEKTUBHO 3TO JTOJKHO BBI-
paxarbcsl B MOSIBJIEHUU KPUCTAIJIOB MOYEBOI KUCIOThI
U ee coJieil B o01IeM aHalM3e MOUM MPU TUTIEPYPUKEMUM.
Tem 6osee uTo HU3KUI pH MOUU, KOTODPbIiA B CUITY BITOJIHE
TTOHSATHBIX ITPUIMH TTPU OCTPBIX KUIIEYHBIX MHMEKIIUSIX
PErUCTPUPYIOT AOCTATOYHO YACTO, CITOCOOCTBYET BbIMa-
JIEHUIO KPUCTAJUIOB MOYEBOI KUCIOThI. Pe3ynbraThl Ha-
1IEro UCCeOBaHMUsI TaKOW 3aBUCUMOCTU HE MOKa3aJIu.
Bo3MOXHO, CHUXEHHE CKOPOCTU JMMUHAIIMUA YPaToOB
y IETei ¢ OCTPHIMU KUIICUHBIMU MHOEKIUSIMU CBSI3aHO
¢ 00€3BOXMBAHUEM, KOTOPOE MPUBOJIUT KaK K YMEHbIIIE-
HUIO 11ype3a, TaK U K pa3BUTHIO (PeHOMEHA «CTYILEHUSs»
KpOBU. B HalieM uccienoBaHUM r’MIIEPYPUKEMUIO JEACT-
BUTEJILHO Yallle PErMCTPUPOBAIM Y JeTei ¢ Mpu3HaKaMu
Jeruaparaiuy, NpuyeM CTereHb 3KCUKO3a HaIpsMylo
KOppeNMpoBaja ¢ BbIPAXKEHHOCTbIO HAPYLIEHU oOMeHa
MOYEBOI KHUCIIOTHI.

Bo3MoxHO, cyllecTByIOT elle Kakue-TO HOTMOJHU-
TeJIbHbIE, BMelMBatonmecs: ¢hakropbl (KoHdayHAepsbl),
MPUBOISIIINE K AeCTAOUIM3aLIMU MEXaHU3MOB, 00ecIe -
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BAIOLIMX TOMEOCTAa3 MOYEBOW KUCIIOTHI U €€ COJIEH Y AeTei
C OCTPBIMU MHGMEKIIMOHHBIME ArapestMu. OMHUM U3 HUX
MOXHO CUMTaThb 0COOEHHOCThb yxke ykazaHHoro URATI-
OIMOCPENIOBAHHOIO aKTMBHOIO TpaHcropTa yparoB. Tak,
OBUTO TIOKA3aHO, YTO CHIDKEHUE KAaHAIBLIEBOM CEKPEITUN
MOUEBOI KUCIIOTHI MOXKET OBITh CBSI3aHO C BHICOKOW KOH-
LIEHTpAIMeil B CBIBOPOTKE KPOBM psia OPTraHMUYECKUX
KUCIIOT M WX METaOOJUTOB (JTaKTaT, HUKOTHHAT, aIleTo-
aleTaT, OKCUOYTHpaT, CYKIIMHAT), KOTOpBIC KOHKYpPH-
PYIOT C ypaToM 3a MOJIeKYJbl Oefka-TpaHcropTtepa [11].
PazBuBaronecss Tpd OCTPBIX KHIIEYHBIX WHGMEKIMSIX
yIoeTell almmo3 W JIaKTaT-allao3 MOTYT CTaTh TPUIH-
HOI TUIEPYPUKEMHWH JaXe B OTCYTCTBUC BBIPAXKCHHOM
YPUKO3YpUH. DTO TIOATBEPXKIAOT PE3YJIBTaThl HAIIEeTO
HCCeOBAHUS: KETOALMA03 CTaTUCTUUECKU JIOCTOBEPHO
yanie peructpupoBaiv npu rumnepypukemuu (p=0,003).
CylecTByeT KOppessiys YacTOThI Pa3BUTHS alleTOHEMMU-
YEeCKOTO CHIPOMA C YPOBHEM MOYEBOM KMCIOTHI B KPOBU
JeTeil ¢ OCTpbIMU KuleyHbIMU UHMekuusmu (r=0,271;
p=0,001). bosnee Toro, coraacHO HalllUM UCCIICIOBAHUSIM,
HaJTMYuMe KeToaIuI03a YBeJIMIMBACT YaCTOTY PETUCTPAITIN
runepypukemuu B 1,7 paza (PR=1,7; AU 1,3-2,2).

OCHOBHBIM KJIMHUYECKUM MapKepoM alleTOHeMUYe-
CKOTO CUHZIpOMa SIBJIsieTcsl pBoTa. Kpome Toro, MMeHHO
OHa Yalle BCero CIYXNUT MPUYNHON 00e3BOXKUBAHUS TIPU
OCTPbIX KMIIeUHbIX MHbekuusax y nereit [7, 12]. B Ha-
CTOSILIEM MCCJIEAOBAHUM YMCIIO JETeil CO PBOTOI OBLIO
3HAYMMO BBIIIE WUMEHHO B TPYIIIE C TUIEPYPUKEMUCH.
Hanuume pBOTH yBETMUMBAIO BEPOSITHOCTH BBISIBICHUS
runepypukeMun B 1,6 paza. Hy>kHo oTMeTHTB, 4TO Y IMa-
IIMEHTOB C BBICOKMM YPOBHEM MOUYEBOW KUCJIOTHI B ChI-
BOPOTKE KPOBU CHHIPOM PBOTHI KYITUPOBAJICS OBICTpEE.
Ha 3-u cytku rocnuranuszalud HU y OAHOro pebdeHkKa
B 3TOM TIPYIIIIEe PBOTHI YK€ He OBbII0. DTO KOCBEHHO ITOJI-
TBEPXXIAaeT TPAH3UTOPHBIN XapaKTep TUIIEPYPUKEMUUN
TTPU OCTPBIX KUIIEYHBIX MHMEKIINSIX Y JCTEH.

3AK/IIOYEHUE

TakuM oGpa3oM, BTOpUYHAsI THIEPYPUKEMMS dalle
pa3BUBaeTCcs y neTeid B Bo3pacte ot 3 jo 7 jeT. B Haiem
HCCIeIOBAHUH €€ OJJMHAKOBO YacTO PErMCTPUPOBAIM KaK
MPU BUPYCHBIX, TaK U MPU OGAKTePUATbHBIX OCTPBIX KH-
MIEYHBIX WHGEKIUSIX, MPOTEKAIOIMNX C MPOSBICHUSIMU
racTpO’HTEPOKOJIUTA, PBOTOI, 00€3BOXKMBAHUEM U alle-
TOHEMHWYECKUM cHHApoMoM. [To-BUaMMOMY, HapylleH-
Hble OOMEHHbIE MPOLIECCHI JIeXaT B OCHOBE (HhOpMUPOBA-
HUS TSDKEJTBIX (MJIM CPETHETSIKENbIX) (hopM 3a00JIeBaHMSI.
C npyroil CTOpOHbl, UMEHHO MAaCCUBHOCTb MOPAKEHMSI
CJIM3UCTON KHUILIEYHUKA, OOJIblIME BHEMOYEUYHbIE MOTe-
PU XUIKOCTU CIIOCOOCTBYIOT HAKOIJIEHUIO B OpraHu3Me
TOKCUYHBIX METa0OJIMTOB, YCYTYOJSIIOIIMX COCTOSIHUE
o6osbHOTO. [TOBTOpPHAST pBOTA — OCHOBHOI (haKTOp, CIO-
COOCTBYIOLIUIA PA3BUTUIO O0E3BOXUBAHUSI MPU OCTPBIX
KUIIEYHBIX WHGEKIUIX, acCOUMMpOBaHa C KeTOAl-
I030M U runepypukemueir. Bce 310 HeobXxoquMo yuu-

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEAUNATPUN, 4, 2014

78




Xanuyanuna C.B. u coasém. HapyieHue 0OMeHa MOUEBOU KUCTIOTHI Y IETeH ¢ OCTPBIMY MH(MEKIIMOHHBIMY THAPESIMU

ThIBaTh KaK B TMAarHOCTMYECKOM, TaK U B Te€pareBTUYE-
CKOM OTHOIlIeHUU. Takue OoJIbHbIE HYXXIAIOTCS B OoJiee
arpeCCUBHONM peruapaTallMOHHON Tepaliuu, C aKTUBHOM
KOppeKIrei MeTaboIMuecKrx HapylleHui (aiumo3s, jga-
TaT-alm03), MaTOreHETUYECKU CBSI3aHHBIX C PA3BUTHEM
ruriepypukemMuu. [lpuHMMasi BO BHMMaHUE MUPOBOM
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OPUINHAJIbHbBIE CTATbU WHDEKLIMOHHBIE BOJIE3HU

KaramuecTrnyeckuii anaam3 3(p(heKTMBHOCTH rajioTepaniy B 0310POBJIEHUA
¥ peaduINTAIIMM YaCTO 00JICIOIINX AeTel

B.A. Jlockun, 3.C. Makaposa

Poccuiickaa MeouumHckas akagemMms nocneanniomHoro opasosaHus, Mockea

Follow-up analysis of the efficiency of halotherapy in the health improvement
and rehabilitation of frequently ill children

V.A. Doskin, Z.S. Makarova

Russian Medical Academy of Postgraduate Education, Moscow

IIpoBenen aHamm3 3()()eKTHBHOCTH TaJOTEPANUM B O30POBJIECHHM M PEAOHIMTALMH YacTo 0oJelonmX jaereil. B paHaoMuzupoBanHoe
HCCIeioBaHue ObLH BKJTIOYeHbI 450 yacTo Oosielonux aeTeii B Bo3pacte oT 2 10 7 JieT, MOCeNaBIIMX JOIKOJIbHOE «yIpexkKIeHne KOM-
neHcHpyionero Tuna». /leru nepeHock/m B TedeHne roaa ot 8—12 3nmu3010B OCTPbIX pecnupaTopHbix uHpekumii, B 50—70% ciayyaes
3a200J1eBaHKs NPOTEKAJIHU C OC/IOKHeHHsIMHU. B Teuenune 15 JieT 1eTn HAXOIUIMCH N0 HAOJIIOIEHNEM NIEMATPOB, Y HUX MCCJIE0BAJICA MH-
TephepoHorenes, onpenessiicsi ypoBeHb CPEIHUX MOJIEKYJT, IPOBOWIMCH KOHCYJIBTAIIMM CHENUATNCTOB. JI0Ka3aHO MIMMYHOMOIYIUPYIO-
iee JeiiCTBHIE rajoTepaniy HA OPraHu3M YacTo oJierommx aeteil. [asorepanus HOPMAIN30BHIBAJIA TOMEOCTATHYECKUE CHCTEMBI JIeTei,
YIIY4IIAJIA AESATENHHOCTb CEPIEYHO-COCYUCTOM CHCTEMbI, CIIOCOOCTBOBAJIA MOBBILIEHAIO PE3MCTEHTHOCTH OPraHU3MA K PECIMPATOPHBIM
uH(peKIMsIM, 00YCIOBI/IA CHIZKEHHE 00111l 32001eBaeMOCTH JeTeil. B pesy/brare npoBeI€HHbIX HCCIEIOBAHMIA ObLIN JONOTHEHBI H YTOY-
HeHbI OKA3aHUS M IPOTUBOIOKA3AHMS K MPOBEICHUIO TAJI0TEPANMM.

Karoueesvie crosa: wacmo bonerougue demu, earomepanusi, peaburumayusi, 0300posieHue.

The paper analyzes the efficiency of halotherapy in the health improvement and rehabilitation of frequently ill children. This ran-
domized study included 450 frequently ill children aged 2 to 7 years who went to a compensating-type preschool. Within the year,
the children experienced 8—12 episodes of acute respiratory infections, which proceeded with complications in 50—70% of the cases.
For 15 years, the children who had been followed up by pediatricians; interferonogenesis was examined, the level of middle molecules
was estimated, and specialists’ consultations were given. Halotherapy was proved to have an immunomodulatory effect on frequently
ill children. It normalized the homeostatic systems of the children, improved cardiovascular performance, contributed to the body’s
higher resistance to respiratory infections, and caused a reduction in overall morbidity in the children. The performed studies were
augmented and indications for and contraindications to halotherapy were specified.

Key words: frequently ill children, halotherapy, rehabilitation, health improvement.

qaCTO OoJierolre 1eTv — HanboJjiee MHOTOYMCIIEHHAsT
rpynria pucka, Iojjiexaiiasi HaOoJeHUIO Teaua-
Tpa aetckoil noaukiauHuku [1—3]. Kak nokazaau Haiu
WCCIIe0OBaHNST M HAOJIOACHUSI APYTMX aBTOPOB, 4acTo
Oosierole ACTU TIPEACTABISIIOT COOOI TI'eTepOreHHYIO
rpymniny, oObeAMHEHHYIO 10 HECKOJIbKUM TpHU3HAKaM —
CHUIKEHUIO PE3MCTEHTHOCTU M TIPEApacroyiOKEHHOCTH
K TTOBTOPHBIM MHQEKIIUSM TTPEUMYIIIECTBEHHO pecIrpa-
TopHoro Tuna [4, 5].

B nenmnaTtpuyeckoil mpakTUKe OCTpble pecrupaTop-
Hble MH(EKUMU SIBISIOTCS 0€3yCI0BHOM JUAMPYIOIIEi
narojorneii. Kak m3BecTHO, Ha MO0 OCTPBHIX MH(DEK-
LM JBIXaTeJIbHBIX IIyTeil, TpumIa M BHEOOJIbHUYHOM
IMTHEBMOHMU TIpuxoauTcs 6osee 96% Bceit MHOEKIIMOH-
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HoOIi 3abosieBaemMocTu Jeteil no 14 netr. [1pu atom nons
MHGEKIMOHHBIX 3a00JIeBaHUIl B CTPYKType oOlleil 3a-
00JICBAEMOCTH NIETCKOTO HACEJICHUS COCTABJISIET MOUYTH
40% [5]. TIpoBeneHHBbIE HAMU WCCIETOBAHUS ITOKA3aJIH,
YTO HapsIAy CO CHWDKEHHMEM PE3MCTEHTHOCTU JUIS YacTo
OOJICIOIINX JETeH XapaKTePHBI MOJMCUCTEMHOCTb Hapy-
IICHUI B COCTOSTHUY 3I0POBbs. Tak, 3a00ieBaHUS 1ICH-
TpaJIbHON HEPBHOM CHCTEMBI PETUCTPUPYIOTCS B 7715%
clydaeB, CepIeYHO-COCYIUCTOM cUCTeMbl — B 5514%,
nucouo3 KuileyHnka — B 82+7%, ajutepruueckue 3a-
6omneBanusT — B 52+3%. HapymieHust co CTOpOHBI OITOp-
HO-J[BUTATEJILHOTO arlapara y JacTo OOJICIOIINX JeTei
MMAaTHOCTUPYIOTCS B 2 pas3a vallle, OpraHoB TUIIeBape-
Hus — B 4 paza. [lo cpaBHeHUIO C penKo OOJICIOIIUMMU,
Y 9acTo OOJICIOIIMX NETei TUITePaKTUBHOCTh PETHCTPH-
pyeTcs B 2 pa3a vaiile, HapyIIeHUsT TTUIICBOTO TTOBEACHUS
— B 2,3 pa3a, MaToJOTUIeCKre TTPUBBIYHEIC TEHCTBUS —
B 3 pasa, neTckue ctpaxu — B 4,4 pasa [6]. AHamornaHast
KapTHUHA CKJIQIBIBACTCS W TIPU aHaJM3e HEPBHO-TICHUXHU-
YECKOTO Pa3BUTHS YaCTO OOJICIONINX AeTel. YcTaHOBICHA
CJIeyrolas CTPYKTYpa OTKJIOHEHWIT B HEPBHO-TICUXUYE-
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CKOM Pa3BUTUU 3TUX JIETEI: TOBENEeHICCKIE HAPYIIICHUSI
—98+2%, 3amepxKa pa3BUTHsI aKTUBHOM peunt — 48+7%,
HapylIeHus] KOHCTpynpoBaHUsa — 461+6%, HapylIeHUst
ceHcopHoro pasButus — 41,5+5%, nororneanyeckue
paccrpoiictBa — 85+8%, OTCyTCTBME TOTOBHOCTH K ITO-
CTYIUICHUIO B KOy — 851+8%.

Y yacTo GoJeonuX IeTeil OTMeYaroTcsl 0COOEHHOCTH
MMMYHHOM CUCTEMBI:

1) MmopdobdyHKIIMOHATbHAS HE3PEJIOCTb;

2) TM30HTOTEHETUIECKUIT XapaKTep OTKIIOHEHHH U UX

MoJuMophU3M;
3) MH(AHTUIBHBI TUIT UMMYHHOTO pearupoBaHusl;
4) HEIOCTATOYHOCTD PA3JIUMIHBIX 3BEHHEB MMMYHHOM
CHCTEMBI.

Yamre Bcero BBIABISIOTCS HApYIICHUS B TIEPBOM
3BCHE 3alllUThl OT BHUPYCHO-OAKTePUAIBHBIX WHMEK-
IIMM, a UMEHHO, B MECTHOM WMMYHUTETE CIIU3UCTHIX
u cucteMe nHTepdepona (y 85—90% neteit). Comepka-
HHME CEKPETOPHOTO MMMYHOIJIOOYJIMHA A W JIM30IIMMa
B CJIIOHE W HAa3aJIbHOM CEKpeTe Yy YacTo OOJICIONINX JIe-
Teil B 1,5 paza Huke, yem y peako oosetonux. [Tpoayk-
st MHTepdepoHa-o y 9acTo OOJICIOIINX AeTeH CHUXe-
Ha,y 70% n3 HUX OHa B 2,5 pa3za MEHBIIIE IT0 CPABHEHUIO
¢ peako oosetromumu. [poaykiust uHTepdepoHa-y y ya-
cTo OoJIeoIIMX aeTeit Huxe [7].

Y9uTeIBast 0COGEHHOCTH Pa3BUTHUS U COCTOSTHUS 310-
POBBSI YACTO OOJICIONINX AETEH, MBI Ha IIPOTSDKEHUHM MHO-
IUX JIET BeJU Mouck 3¢h@MEeKTUBHBIX CITOCOOOB UX 03110-
POBIICHUSI W peadUauTalvu. MBI TIPOAHATU3UPOBATIN
Oosiee 47 pa3IMYHBIX CITOCOOOB U TEXHOJIOTUIA, TTOCTaBUB
Ha TIepBOEC MECTO MPWHIIUIT — CO3MaHWE ONTUMAabHBIX
YCIIOBUI TSI Pa3BUTHS JIETE ¢ MCTIOTb30BAHUEM OOIIIe-
O3I0POBUTEIBHBIX MepOTpusATUil. [Ipn 3TOM KOMITIIEKC-
HOCTbh Y TIPUOPHUTETHOCTh HEMEIMKAMEHTO3HBIX TEXHO-
JIOTUIA O3IOPOBJICHUS TIepell MeINKaMEHTO3HBIMU OBUTH
ITOCTaBJICHBI Ha IIEPBOE MECTO.

HeMennkaMeHTO3HbBIC METOIBI peaOUIUTAIINH, UTPa-
JOIIMe BCITIOMOTATEJIEHYIO POJIb Y IIETEi U B3POCIIBIX C XPO-
Hudyeckumu dopmamu natojoruu [8—10], MOTYT OBITb,
10 HallleMy MHEHUI0, HanboJiee ajgeKBaTHBIMU U 3(Ppdek-
TUBHBIMU, TIPEXJE BCEro, y NETeil ¢ MOrpaHUYHbIMU OT-
KJIOHEHUSIMU B COCTOSTHUU 3OPOBBSI, B TOM YHCJIC YacTO
OoJIeroIINX, 3aHWUMAasl BEmyllee MECTO B MX O3I0POBIIC-
HUM. B KayecTBe MmociieMHIX HAaMU UCTTOJIb30BaIach rajo-
Tepanus. B npouiecce paboThl ObUIM OIpeACIeHbBI CXeMbI
peadUINTAINK, TIPOMOJIKUTETPHOCTD pPeabMINTAIIMOH-
HBIX BO3ICHCTBWIA, YTOUHEHBI TIOKa3aHUsI W TTPOTUBOTIO-
KazaHUs K e€ IMPOBEICHUIO.

lanoreparnmst — MeTom JICYEHUS W peabWInTaIvu,
OCHOBAHHBIN Ha UCTIOJIb30BaHUN MCKYCCTBEHHO CO3MIaH-
HOTO MHKPOKJIMMAaTa COJITHBIX TICIIep W TMPUMEHEHWH
€CTeCTBEHHBIX MPUPOTHBIX (akTopoB. OH paspaboTaH
Ha OCHOBE CIIeJICOTepAITU — METO/A JICUCHUSI B YCTIOBHSIX
MUKPOKJIMMATa COJISTHBIX IIaxXT. [asoTepamnus ocyIiecTB-
JIIETCST B CHEIUAIbHO OOOPYIOBAHHBIX TTOMEIIECHUSX
— TajioKkaMmepax, Tlie CO3IA0TCs YCIOBUS YIIPABIISIEMOTO

MUKPOKJIIMAaTa ¢ KOHTPOJIMPYEMOI KOHIICHTpAIIUe Cy-
XOTO BBICOKOIUCITEPCHOTO a3p030Jisi XJIOpUIa HaTpus,
TUToaJUIepreHHast, THIo0aKTepraibHas BO3MYITHAS Cpe-
na, KoMGbOPTHBIE KITMMATUIECKHUE YCIIOBUS, a TAKKE CIIe-
LIMAJTbHBIC ayIMOBU3YaIbHBIC BO3ICCTBHSI.

Tasiokamepa mpencrapisier coboi ABa CHELUATbHO
000py/I0BaHHbIX MToMelleHusi. B ocHOBHOM (JiedueOHOM)
TIOMENICHUH TUIOMAaablo M3 pacdyera 6 M?> Ha peOeHKa
pacriojiararoTcs maueHTsl. Ha cTeHax HaHeceHO CITeln-
aTbHOE COJICBOE TOKPHITHE, SBJIsTIoNIeecs OyhepHOii eM-
KOCTBIO T10 OTHOILIEHUIO K aTMOC(EpPHOI1 BJlare U Criocoo-
CTBYIOIIICE MTOMICPKAHUIO ACETITHUECKIX YCTIOBHIA CPEIIBI.
B aTOM MTOMeTIeHNn co3maeTcs JieueOHasi a3poaucIiepe-
Hasl cpena, HACBIIEHHAs CYXUM BBICOKOIMCIICPCHBIM
a39p030JIeEM XJIOpUJA HATPUS. ADpOJMCIIEpCHAsI cpeia Co-
3MaeTcs TAJIOTEHEPaTOpoOM — armapaToM CYXOi COJIeBOM
aspo3sojbrepanuu. [locmemHuii pacroyaracTcss B CMEX-
HOM TIOMEIIIEHUH — OTIePaTOPCKON U MOAaeT B JIe4eOHOE
ITOMETIeHNEe TIOTOK OCYIIIEHHOTO M OYUIIIEHHOTO BO3/yXa,
HACBHIIIEHHOTO BBICOKOAMCIIEPCHBIMYM YaCTUIIAMU COJIe-
BOT'O 23p030JI5l.

OCHOBHBIM JieueOHbIM (haKTOPOM MUMKPOKJIMMAaTa
SIBJISIETCST BBICOKOIUCITEPCHBI MOHU3UPOBAHHBINA a3po-
30JIb XJIOpUJIA HATPUSI B MACCOBOM KOHIIeHTpaluu ot 0,5
1o 9 Mr/mM* u pazmepom dactuil 1 —5 MkM. Cyxoii a3po30J1b
XJIOpUIIa HATPUS UMEET 3HAYUTEITbHYIO BEIMINHY OTPHU-
LaTeJbHOro 00beMHOro 3apsaa dactul (6—10 nKi/M3).
BHyTpeHHUE MOBEPXHOCTH BO3MYyXOHOCHBIX TyTEil He-
CyT CJ1a0O0IONIOXHUTENbHBIN 21eKTpuueckuil 3apsia. Ot-
PULIATESILHO 3apsDKeHHBIC YaCTHUIBI a3pO30Jis XJIOpHIa
HaTpusl, IBUTASICh B IMIPOCBETE PECITMPATOPHOTO TPAKTa,
ocenaroT 6ojiee MHTEHCHUBHO TT0 CPaBHEHUIO C HEUTpaTh-
HBIMU YacTuilaMu. Kpome Toro, oTpuIlaTeTbHBINA 3apsi
YBEITNYIMBACT CTAOMILHOCTD a3PO30JIs.

Takum o0pa3oM, IeiCTBUE CYyXOTO a’3po30Jisl OKa3bl-
BaeTcs 6oJiee 3(PHEKTUBHBIM 10 CPAaBHEHUIO C BJIAXKHbBIM.
Hcnonp3oBaHre €ro TO3BOJISIET YMEHBIIWTD 03y XJIO-
puma HaTpus, TOJTydyaeMyl0 BO BpeMs ceaHca, a Takke
3a CYET CO3MAHWs ONTHUMATBHBIX TEMIICPAaTYPHO-BIIaX-
HBIX YCJIOBUI IaeT BO3MOXKHOCTb W30€XaTh Pa3BUTHS
OTeKa CIM3UCTOM IbIXaTeJIBHBIX ITyTel W OpPOHXOCTa3-
Ma, BO3HMKAIOUIMX Y psiia OOJbHBIX MPU MPUMEHEHUU
BJIAXXHBIX a3po30Jieii. CyXoif BBICOKOAMCTIEPCHBIN a3po-
30JTh XJIOPUIa HATPUsI OKa3bIBaeT OAKTEPUOCTATHUECKOE
U OaKTepUIIUIAHOE MEHCTBUE Ha MUKPOMIOPY IbIXaTe/Tb-
HBIX TIyTeU, CTUMYJIMPYET PEaKIIMy aJbBEOJIIPHBIX Ma-
KpodaroB, criocoOCTBYS yBeJUUEHUIO (haroluTUPYOIINX
3JICMEHTOB, YCUJICHUIO WX (DaroluTapHOil aKTUBHOCTH
W CaHAIUU JbIXaTeTbHBIX ITyTeil. OH yiIydimaeT cBOWCTBa
OpOHXWAIBHOW CIIM3U, OKa3bIBaeT CEKPETOIMTUICCKOE
1 OPOHXOJUTUYECKOE IEHCTBUE.

Hmerommecst B TUTEpaType CBEACHUS O TTOJIOXKUTEIb-
HBIX 3¢ deKTax TajoTepanuy TMOCTYXUIN OCHOBAaHUEM
IUTS. pa3pabOTKU HaMM JTaHHOTO MeTona IS peabwinTa-
LMY 9acTO OOJICIONINX JAETEeH, CTPaTAIONINX ITOBTOPHBIMHU
pecniupaTopHbIMU UHDEKLUsIMU [11].
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XAPAKTEPUCTUKA JIETEN
N METOJbI UCCIEJOBAHMA

IMox HammM HabaofeHUWeM B TeueHue OoJjiee 15 et
Haxoawiuch 450 yacto OoseroniuMx HeTeil B Bo3pacTte
oT 2 10 7 JIeT, MOCeNIanX TOUTKOIbHOE YIPEXKICHUE
KOMITCHCUPYIOIIEeTO BUa. [leTn IMepeHOCHIN B TeUCHUE
roga ot 4 1o 8—12 snu30[40B OCTPBIX PECUPATOPHBIX
nHpexkuuit, B 50—70% caydaeB 3a00ieBaHUST TPOTEKAIN
C OCJIOXKHCHUSIMH.

Ilpu mnpoBeneHUM peadWIMTALIMK OCYILIECTBIISICS
CTPOTUIA MENUIIMHCKWI KOHTPOJb. [eTh eXeaHeBHO
OCMaTPUBAIIMCh BpavyaMu (aBTOpaMU WCCIICIOBAHMS)
IO ¥ TIOCJIe TIPOBEICHMSI CeaHCOB. B crienmaibHO pas-
paboTaHHOI KapTe KJIMHUYECKOro HaOIoAcHUST (DUK-
CHPOBAJIUCh TaHHBIC OCMOTpa, TTOBEICHUSI, HACTPOCHUS
pebeHka. Ocoboe BHUMaHKE 00paIajoch Ha COCTOSTHUE
HOCOIJIOTKM ¥ PErMOHapHBIX JUMOOY3I0B, HaIUINE
WJTU OTCYTCTBUE KaTapaJIbHBIX SIBJICHWH, OIpenesiach
JacToTa CEpICYHBIX COKPAIICHUN W IbIXaHWS, apTepH-
aJbHOE JaBlicHWEe. B AWMHAMUKe OCYIIEeCTBISIIIOCH HC-
cileoBaHMe WHTEPGhEpPOHOBOTO cTaTyca, CONepKaHUE
JIN30LIMMA B CITIOHE, YPOBHSI CPETHUX MOJIEKYJ B MOUe,
3JIeKTpOKaparorpabnIecKoe NCCIeI0BaHNE.

Kypc ranorepanuu cocraBun 20 ceaHcoB, MPOBOIY-
MBIX eXeIHeBHO. Ha mepBoHaYalbHOM 3Tarte MCCieno-
BaHMs ObIJTa OIIpenesieHa MaKCUMaTbHAs! IIPOIOJDKUTETb-
HOCTb ceaHca — oT 15 1o 30 MuH.

PE3VJIBTATBI 1 OBCYX/JIEHNE

AHalIM3 TOJIyYeHHbBIX PE3yJIBTaTOB MoKasall, 4To Ce-
aHChl TIPOJOJIKUTENIBHOCTBIO 15—20 MUH OKa3bIBaloT
TaKoe XK€ TOJIOKUTEJbHOE BJIMSIHME Ha 3a00JIeBAEMOCTb,
Kak ¥ 30-MUHYTHBIE, TOCTOBEPHBIX PA3IUYNA ITOJYYEHO
He ObutO (p>0,05). B cBsI3M ¢ 9TUM B JalibHENIIIEM TTPO-
JIOJKUTEILHOCTD ceaHca Il aeTeid 1o 3 yiet Oblia ycra-
HoOBJIeHa B 15 muH, mjig nereit ot 3 o 7 met — 20 MuH.
C tenblo obecriedyeHusT amanTalv K YCIOBUSIM rajioka-
Mepbl U TIPeIOTBpalleHUs] MOOOYHBIX 3(D(HEKTOB MEPBbIii
CceaHC HaYMHAJICS ¢ 5 MUH C TTIOCTENEHHBIM YBEJIMYCHUEM
MPOAOJIKUTEIBHOCTH Ha 5 MUH Kaxble 1—2 qHS.

Jns co3maHust y JAeTeil XOpoIlero 3MOLMOHATbHOTO
TOHYCa, yJy4YlIeHUsI HACTPOEHUsI B CEaHChI TajloTeparuu
OBUIM BKJIIOYEHBI MPOCMOTPHI 1UA(PUIBMOB, YTEHUE CKa-
30K, 00lepa3BUBAIOIINE 3aHSITHS.

CeaHCcbl MPOBOIMJIMCH C TpYIIaMu JeTeil He OoJjiee
5—6 4esoBeK. YUUTHIBasg HEOOXOOMMOCTH BBITTOTHEHUS
PEXUMHBIX MOMEHTOB B JOIIKOJbHOM YUYPEXICHUU, ra-
JIOTEparvio B TeYEHME JTHS ToJydaau He Oosiee 2 TPy
nereii. [Iporenypa ocyiiecTBisiiach CrieliMaabHO MOJAr0-
TOBJIECHHBIM MEIUIIMHCKAM paOOTHUKOM IO/ 00s13aTeIb-
HBIM KOHTPOJIEM Bpaya.

[TpenBapuTeibHO MPOBOAUIUCH CJAEAYIOLINE HCCIIe-
JIoBaHUS (KpOMeE TepevyrC/IeHHbIX paHee): KIIMHUYeCKUi
aHaJIu3 KPOBU, aHAJIM3 MOYM, OCMOTP OTOPUHOJIAPUHTO-
Jiora, Mo TOKa3aHUsIM — KOHCYJIBTAllMs HeBpomaToJiora,
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aJJIeprosiora, MMMYHOJIOTa, peHTIeHorpadbus TpUIaTod-
HBIX Ta3yX HOca M HOCOTJIOTKH, aHaJIn3 Mouu 1mo Heuwn-
TIOPEHKO, 3XO3HIIC(ATOCKOINSI, NMMYHOJOTUIECKUE
HCCIIeIOBaHUS.

[Ipu mpoBeneHNM TaJIOTepaITUy Tepell HadyaIoM CeaH-
ca JIETH olieBaJii OAXWJIBI, XajiaT, MAMTOYKY WJIM KOCBIHKY
U TOJIbKO MOTOM BXOAWIM B JieueOHoe nomelenue. He-
TTOCPEACTBEHHO TIePell CEaHCOM ITPOBOIMIICS KOMIUIEKC
NIbIXaTeJbHbIX YIIPaXXHEHU B TeueHue 5S—10 MuH.

ITo HammuM HaOIOACHUSIM, B TIpOlIeCcCe rajloTepanuu
Yy HEKOTOpBIX Aeteii nocie 5—10 ceaHCOB MOXET OTMe-
yaThCsl TIOSIBIICHWE HEOOJBIIOTO Kallllsd, BBIACICHUN
13 HOCa, KOTOpPBIe TIPOXOmAT yepe3 2—3 ceanca. Ouzn-
KaJIbHbIC U3MEHEHUS B JIETKUX, HApYIICHUE CaMOJYBCT-
BUSI, TIOBBIIIICHUE TEMITEPATyPhl M APYTHE CUMIITOMBI WH-
TOKCHUKAITAW TIPU 3TOM OTCYTCTBYIOT.

Kak mpaBuio, aTH SBJICHUS MPOXOMVIIA CaMOCTOSI-
TesibHO. OHU MOTYT pacCMaTPUBATHCS B KAYECTBE MECT-
HOW peaKkIIMM TbIXaTebHBIX TyTel B OTBET Ha BO3ICHCT-
BHE TIPUMEHSIEMBIX JIeYeOHBIX (hakTopoB. [1pu Hammamm
YIIOPHOTO KalllIs Ha3HAYaJIUCh TETUIOBIAXKHbBIC WHTAJISI-
LMY, OOWJIbHOE NMUTHE. ECii mmpy TTpoBeIeHN Y rajioTepa-
MY KPOME MECTHOM PeaKIuy TOSIBIISLUIOCH YXYIIICHUE
CaMOYYBCTBUS, TIOBBITIICHUE TEMITEPATYPHI, TO 3TO paciie-
HUBAJIOCh KaK MPUCOCAMHEHUE OCTPON PeCITMpaTOPHOM
WHGbEKINHT, YTO TPEOOBAIO OTMEHBI ITPOTICIYPHI.

Ha done rasorepanuu, yxke HauMHas ¢ TEPBBIX Ce-
aHCOB, OTMEYAJIOCh YIYJIICHWE 3MOIIMOHAIBHOTO CO-
CTOSTHUSL JIeTeil. BBISBISUINCH TakeKe ITOJIOXKUTEITBHBIE
W3MCHEHUST B BETETaTUBHOM CTaTyce, B YaCTHOCTH, WC-
Ye3HOBEHUE OJETHOCTH WM MPAMOPHOCTH KOXHBIX IO-
kpoBoB (y 86,8%). Y 60% nereit mocie 8—15 ceaHcoB
onpeessaIach MOJTOXKUTETbHAS TUHAMUKA CO CTOPOHBI
pETHOHAPHBIX TUMDOY3IIOB.

Ha ¢one ranorepanuu oTmeuanach HOpMaau3ailus
ToKa3aTesieil YacTOThI CePICYHBIX COKPAICHU, JacTO-
THI OBIXaHWS W apTepuaibHOTO naBieHus. Mccimemosa-
HWE JaHHBIX TTOKa3aTesieil TPOBOMMIIOCH B TECYEHHE BCETO
Kypca rajoTeparu, 10 1 Tociie Kaxkmoro ceaHca. [Tocie
CeaHCOB TrajioTepanuu y OOJbIIMHCTBa Aeteir (y 62%)
CHITXaJIaCh YacTOTa CEPIEYHBIX COKpALICHUN. Y YacTh
TETeii TIPU ayCKYJIBTAllUK CEPICYHBIC TOHBI CTAHOBUIINCH
0oJiee 3ByUHBIMU. ApTepUaibHOE JTaBJICHUE TTOHMXAIOCh
y 32% neteit, moBbIazoch — y 28% 1 octaBanoch 63 13-
MeHeHuit — y 40% neteid.

[IpoBeneHHBIC B IMHAMUKE 3JIEKTPOTpadruuecKre 1c-
CJIeIoBaHUS (JI0 W TIOC/Ie Kypca TrajoTepariiy) BBISTBUIN
MOJIOXKUTEIbHbIE U3MeHeHUsT y 61% neteit. Y 84% neteii
OHU TIPOSIBJISUTHCH B BUIEC YMEHBIIICHUSI OOMEHHBIX Hapy-
IIeHWI B MUOKapae, y 16% — onpenensuioch BOCCTaHOBJIC-
HMeE TIPOIIECCOB PETIOISIPU3AIIMK MUOKAP/Ia KeTyT0IKOB.

HesnaunrtenpHast OTpUIIaTesIbHAs IWHAMUKA 3JIeK-
TporpacduyecKux Iokasaresieil, oTMeueHHast y HeOOJIb-
III0TO TTPOIICHTA JeTeil, B OCHOBHOM ObLjIa CBsI3aHA C WH-
TeHcU(UKaIeii OOMEHHBIX HapyIIeHW B MHOKapie
1 BBISIBJISUTACH TOJTBKO B TEX CITydasix, KOTIa CEaHChI rajio-
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Hockun B.A., Makaposa 3.C. KatamHecTHYeCKMii aHATM3 3 ()EKTUBHOCTU TalOTEPATK B 03I0POBJICHUY M PeabUINTALIMK YaCTO OONCIOINX AeTei

Tepanuu npopokaiuck 30 MuH. B 310l cBSI3U B najib-
Heiilieil pabote NaHHOE BpeMsl KCIMO3ULIMU YK€ He UC-
ITOJIB30BAJIOCh, a MaKCUMaJlbHasl TIPOIOJIKUTEIHHOCTh
ceaHca coctaBuia 20 MUH.

AHanu3 3a001€BA€MOCTU PECITUPATOPHBIMU MH(PEK-
LIMSIMU TIPOBOIMJICS TIyTEM CpaBHEHUS TToKas3areseil 3a-
0oJsieBa€MOCTH B IpyIIiax aereii 3a 9—12 mec 1o rajorepa-
MUK U B TeueHue 9—12 Mec nociie ee OKOHYaHUSI. AHATU3
MokKasajl CHUXeHUe 3a00JieBaeMOCTH B 2,5 pa3a. 3Hauu-
TEJIBHO CHU3WIOCH TAKXKe KOJMIECTBO OCTOXKHEHUI 1 9a-
CTOTa MCTIOTh30BAHMUST aHTUOAKTEPUATBHBIX TIPEITapaToB.
[Toce ranoreparmu y 6onbimHceTBa (y 70%) neteii oTMme-
Y4aJIoCh MCUYE3HOBEHNE OOCTPYKTUBHOTO CHIPOMA, TTPO-
SIBIICHUIA aTOHWYIecKoTo nepmartuta (y 75%), mpoucxonu-
JIO OYMIIEHWE MUHAATMH OT Ka3eO03HOTO COIEPKUMOTO
TIPU COYETAHUY TIOBTOPHBIX PECITUPATOPHBIX WHMEKIIMI
C XPOHUYECKUM TOH3WUTUTOM.

[To HaImMM TaHHBIM, TaJIOTePAITAsI OKa3bIBACT TOCTO-
BEpHOE TIOJOXUTEIbHOE BIUSHUEC Ha 3a00JIeBAEMOCTh
TeTeil BCeX BO3PACTHBIX I'PYITIT, HAYMHASI C PAHHETO BO3-
pacta. OmHako HanboJjiee BEIpakeH 3TOT 3DGEKT y aeTeit
crapuie 3—4 net. BhIsIBIeHO, UTO ceaHCHl rajorepanuu
B TIEPUOI MX IPOBEICHUS HE OKAa3bIBAIOT HETIOCPEICT-
BEHHOTO TIPEBEHTHMBHOTO NCHCTBUS Ha 3a00JIeBAEMOCTh
OPBM u rpunmnom.

OTME4YeHO, YTO TajioTeparus OKa3bIBaeT BBIPAKCH-
HOE BIWSHUEC Ha MHTep(EpOHOTEHE3 M, MPEXIE BCETO,
Ha npoaykuuio y-uHtepdepona (p<0,01), ypoBeHb KO-
TOPOTO B Pe3yJIbTaTe peabMINTAIINN YBSJIUIWICS B 6 pas.
ComepkaHue JTM30IIMMa YBEJIMUMIIOCh B 3 pa3a, 9To yKa-
3BIBaCT Ha aKTUBAINIO (GaKTOPOB MECTHOTO MMMYHUTETA.
[MponcxomutT HOpMaTM3aIdsd HapYIIEHHBIX TOMEOCTATH-
YeCKMX ToKasaresiei, Tak, B 2,1 paza yMEHBIIUJICS YPO-
BEHb CPEITHUX MOJICKYJI B MOYE.

Tonbko y 2% neteit 3hdeKT oT IpOBeNeHUS TajoTe-
panmy OTCYTCTBOB&JI. DTO OTMEYAJOCh TPU COYCTAHUU
CHHIpOMa TTOBTOPHBIX PECITMPATOPHBIX MHMEKITUH ¢ ae-
HougHbiMU Beretauusimu Il crenenu, tpedyrommmu
OTICPAaTUBHOTO JICUCHUSI, OT KOTOPOTO POTUTETN OTKA3bI-
Bauch. B 4% ciiydaeB BO3HUKAJIM HOCOBBIC KPOBOTEYE-
Husi. OHY BBISIBUINCH Y NIETEW C pacIIUPeHUEM COCYIOB
pl.Kesselbachii, nmeBIINX B aHaMHe3€ MTOBTOPHbIE KPO-
BOTEUYCHUS. Y OTHOTO peOeHKA OTMEUeHa MHIANBUITYATb-
Hasl HeTIepEHOCUMOCTbD ITPOIICAYPHI ¢ Pa3BUTHEM ajliep-
ruyeckoro ojedapura.

TakuMm 00pa3oM, MpOBEeNeHUE TaTOTePaNid BBI3HI-
BacT BBIpAXEHHOC WMMYHOMOIYJTUpYIOIIee IeHCTBUE,
TTOJIOXKUTEJIBHO BITUSIS Ha TIPOMYKITNIO MMMYHHOTO (TaM-
Ma) uHTepdepoHa, MmoKa3aTeJIu MECTHOTO UMMYHUTETa,
HOPMaJIU3YeT COCTOSTHUE HEKOTOPBIX TTapaMeTPOB TOMEO-
cTasa, YJIydiIaeT AesITeTbHOCTb CEepIeYHO-COCYAMCTOMN
CHCTEMBI, CIIOCOOCTBYET TOBBIIICHUIO PE3UCTEHTHOCTH
K pecrnpaTOpHbIM WHMEKIMIM U CHIDKCHHUIO 3a0oIie-
BacMOCTH, YMEHBIICHUIO aJUIEPTUICCKUX TIPOSIBIICHUM.

B cBsi3m ¢ 3TMM OHa MOXET OBITh MCITOTBh30BaHA KakK
HEMEIMKaMEHTO3HBIN METOI PeadWINTAlli U UMMYHO-
KOPPEKIINH Y MeTel, CTPpaIalolIuX TTOBTOPHBIMU PECITH-
pPaTOPHBIMU MHMEKIIMSIMU.

B npoiiecc paboTh! ObLIM IOMOJHEHBI U YTOUHEHbI pa3-
paboTaHHBIE paHee TIPOTUBOTIOKA3aHUS K FaTOTePATTHHN:

1. Tpunmn, OPBU c BbicoKoi1 1MXOpajKoit U MHTOK-

CUKalMel, OCTPhIi nepuo 3a001eBaHMiA.

2. O0ocTpeHue XpOHNYECKOro 3a001eBaHusI.
OcTphie U XpOHUYECKUE 3a00JICBAaHUST TTOUCK.

4. bBpoHxuasbHas acTMa pa3INIHON CTCTICHU TsDKe-

CTU HEYyTOYHEHHOT'O TeHe3a.

5. bpoHxmaibHas acTMa, TOPMOHATBHO 3aBUCUMAsT

¢dopma.

6. Bce octphie MH(MEKIMOHHBIE 3a00JIeBaHUS 0

OKOHYAaHUST CPOKOB M3OJISIITUN.

7.  Bce dopmbl TyOEpKyJie3a JIErKUX B aKTUBHOM cTa-
JIAH.

8. OO1Me MpoTUBOIOKA3aHUSI, UCKITIOYAIOIIME Ha-
MpaBJieHre OOJbHOTO Ha KJIMMAaTUYecKoe Jiede-
HHeE.

HocoBsle kpoBoTeUeHUS.

10. BbIpaxxeHHbIE OCTATOUYHbIE SIBJIEHUS M1OCTIE Mepe-
HECEHHBIX OCTPBIX PECITUPATOPHBIX 3a00JICBAHU.

11. Dnunericust, SMUCUHIPOM.

12. MUuauBuayanbHask HENEPEeHOCUMOCTb TPOLEIy-

pHIL

JeTssM, UMEIONIMM  HEBPOJIOTMYCCKYIO ITaTOJIOTHIO
(TUTIEpTeH3MOHHO-TUAPOIICATBHBIA  CUHAPOM, 3IHU-
CUHJIPOM B aHaMmHe3e, opraHuyeckoe nopaxenue HHC,
SHYype3 U T.I.), TaJIOTeparust MMPOBOANTCS TOJBKO TOCIIE
KOHCYJIBTAlIUM, OOCIICIOBAHUS W COOTBETCTBYIOIINX pe-
KOMEHIALM HEBPOMATOJIOTA.

Tanorepanutio 1elecooOpa3HO BKJIOYATh B TMPOTH-
BOPCLIMINBHBIC KYpChl peaOWIUTAIINK, ITPOBOANMBIE
y IeTeil ¢ MOrpaHWIHBIMM TU30HTOTCHETUYCCKUMHM OT-
KJIOHCHUSIMU B COCTOSTHUY 3I0POBbSI, B YaCTHOCTH, CTpa-
natomux yacteiMu OPBU, JIOP-nmatonorueii, amiep-
TUYECKUMU TIPOSIBICHUSIMA. OHa MOXKET TPOBOIUTHCS
Kypcamu 2 pa3a B Ton ¢ uHTepBaioM 4—6 Mec. [Tokasa-
HHEM JIJIST TIPOBEICHUSI TIOBTOPHOTO Kypca SIBJISIETCS OT-
CYTCTBUE BBIPAXXEHHOIO KJIMHMYECKOro addekra nocie
TepBOTO Kypca. [aoTepanust coueTaeTcs C IbIXaTeIbHON
TMMHACTHKOM, MaccaxkeM, 3ausaTusMu JIOK, ruaporepa-
nueii, purtorepanueii. OMTHOBPEMEHHO C rajorepanuei
He cliemyeT Ha3HaYaTh apoMaTepaIiio, TePMOTEPAITHIo
(cayHy) u (pu3rOTEpaIrieBTUYECKUE TTPOLICIYPHI.

Takum o0pa3oM, B pe3ysbTaTe MPOBEACHHBIX HAMM
ucciieloBaHuii Oblia Joka3aHa Bbicokast 9 HeKTUBHOCTh
TaJloTepariy B O3J0POBJICHUN W PEAOWIIMTAIINNA CaMbIX
YJaCThIX MAITUEHTOB IETCKOW TOJTUKINHUKNA — YacTo 0o-
JICIONINX JAeTel, ObUTA CYIIIECTBEHHO MOTIOJTHEHBI U yTOU-
HEHBI MMOKa3aHWs W MPOTHUBOITOKA3aHUS K Ha3HAYCHUIO
CreseonpoLenyp.

R
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B NMOMOLLIb TPAKTUYECKOMY BPAYY

OnTuMu3anus NaToreHeTHYECKOi Tepanum AeTeil ¢ TOH3WLIAPHO NaToIoTuei

B.A. Tepéuun, H. A. Ilepecadun, O.B. Kpyenosa, T.B. Jlbsuernko

JlyraHckumin rocyaapCTBEHHbIN MEANLIMHCKNI YHUBEPCUTET, YKpanHa

Optimization of pathogenetic therapy in children with tonsillar pathology

V.A. Teryoshin, N.A. Peresadin, O.V. Kruglova, T.V. Dyachenko

Lugansk State Medical University, Lugansk, Ukraine

IIpencrasieHsl pe3y/IsTaThl KIMHAKO-JA00PATOPHON OLeHKH 3()()eKTHBHOCTH MPUMEHEHHST HU3KOMOJIEKY/ISIPHOTO MHIYKTOPA HHTEP-
(hepoHa ¢ MIMPOKMM CTIEKTPOM OHOIOrHYeCKHX 3(h(heKTOB — HUKI0(hepOoHA B KOMILIEKCHOM JieYeHHH TOH3WLISAPHOI IATOJIOTHH Y €Teil.
O00ocHOBaHA 1EJ1ECO00PA3HOCTD U MEPCIIEKTHBHOCTD IIPMMEHEHHUS MKJI0()ePOHA, COYETAIOIIEr0 MMMYHONOTEHIMPYIOLIYIO AKTUBHOCTD
¢ Xoporieii IepeHOCUMOCTBIO, YTO ONTUMH3HUPYET CAHOTEHE3 U YJIY4IIaeT KA4eCTBO MeIUIMHCKOIl OMOIIM JAETSM C TOH3HLIAPHBIMH

3200JI€BAHMSMH.

Karoueswie crosa: demu, monsuasum, yukaoghepou, seuenue.

The article describes the results of clinical and laboratory evaluation of the efficiency of using cycloferon, a low-molecular-weight inter-
feron inducer with a wide spectrum of biological effects, in the combination treatment of tonsillar pathology in children. There is evidence
that it is expedient and promising to use cycloferon that combines immunopotency and good tolerability, which optimizes sanogenesis
and improves the quality of medical aid to children with tonsillar diseases.

Key words: children, tonsillitis, cycloferon, treatment.

OMKBUTAPHOCTb PACIPOCTPAHEHUsI Pa3zHOOOpa3-

HBIX KJIMHUYEeCKUX (OpM M BapMaHTOB CTPENTO-
KOKKOBOI MHGpEKUUU B TMEAUaTPUUECKON TpaKTUKE,
pemampuiasi pojb B-reMoJuTHUYEeCKOro CTpenTOKOKKa
rpynrbl A B pasBUTUM TOH3WUIMTOB, 3HAYMTEJIbHOE
KOJIMYECTBO €TI0 CEPOTUIIOB M CTPOTast TUITOCIIe Uy -
HOCTh MOCTUH(}EKIMOHHOTO UMMYHHOT'O OTBETa BbIJI-
BUTAIOT MPOOJIEMY OCTPOTO TOH3UJUIUTA U O0OCTPEeHMIA
XPOHMYECKOTO TOH3WINTA Y IEeTel B Ka4eCTBE Upe3-
BBIYAMHO AaKTyaJlbHOW B COBPEMEHHOW IeauaTpuye-
cKkoil knuHuke [1—4].

B nocnenHue roabl TOH3UJUISIpHAST TTATOJIOTUSI OCTa-
€TCSI BBICOKOIPUOPUTETHON B KIMHUYECKUX YCIOBUSIX
BCJICICTBUE TOCTOSIHHO PACTYILET0 YPOBHS 3abosieBae-
MOCTHM BO BCEM MHUPE; MPU STOM €€ UCTUHHASI paclpo-
CTpPaHEHHOCTh McclieqoBaHa HemocTtaTouyHo. [lo maH-
HBIM psiia aBTOPOB, CHEIWAIbHO 3aHUMAaBIINUXCS 3TUM

© KonnekTtune aBTopos, 2014
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BOIIPOCOM, YacTOTa BCTPEYAEMOCTH TOH3WUISIPHOM
MMaTOJIOTMHM CPENM PAa3TUIHBIX KOHTHMHTEHTOB Hacele-
HUS TOBOJIbHO BapuabenbHa — ot 0,8 mo 45% wu Gosee
[5—7]. CornacHo E.W. KpacHosoii u C.O. KperbeH,
2010 [3], ocTpblit TOH3UJUIUT (aHTMHA) B KJIMHUKE JIET-
CKUX MHMEKIINN MMeeT CTPENTOKOKKOBYIO 3THOJIOTHIO
He MeHee yeM B 70% ciydyaeB. Hepenko HabmogaeTcs
MMKCTITATOJIOTHS, 9aCTOC MHGMOUITMPOBAHE HOBBIMU Ce-
poTumniaMu B-TeMOJIMTHYECKOTO CTPENTOKOKKA TPYIIITHI
A, BBIpakeHHAsl CEHCHOMIM3AIus K HeMy ¢ (popMupo-
BaHUEM COIPSIKEHHBIX 3a00JIeBaHUI OT TTapaTOH3UILUIN -
Ta U rjoMepyjaoHedpuTa 10 TOH3UIJIOTEHHOTO cercuca,
YTO JAeJlaeT MpoOJeMy TOH3WLISIPHOW MATOJOTUMU Me-
KIUCIUTITMHAPHOM, TPeOysT MPHUCTaTbHOTO BHUMAaHMUS
HE TOJIbKO TIeANAaTPOB, WH(MOEKIIMOHUCTOB, OTOPUHOJIA-
PUHTOJIOTOB, HO ¥ MHBIX CTECIIUATUCTOB (IMUIEMUOIO-
ri, UMMYHOJIOTH, ajuieprojioru). Bospacrariasi 3Ha-
YUMOCTH BOCTIAJIUTEILHBIX 3a00JIeBaHUH JTMMOOUITHOTO
armapara TJIOTKU y JeTeil IeTepMIUHUPOBaHa BBIPaKeH-
HBIM MMMYHOICTIPECCUBHBIM, TOKCUYCCKUM U ajljiep-
TU3UPYIOIIUM BJIUSIHUEM JUIMTEJbHO CYILECTBYIOLIEH
HECaHWPOBAHHOW 0YaroBoii MHGOEKIMN Ha MaKpoop-
raHu3M pebeHKa, a TakKe OTCYTCTBUEM HEeOOXOIUMOTO
OaaHca MeXIy KJICTOYHBIM U TYMOpPaJIbHBIM 3BEHOM
WMMYHHOTO OTBeTa, 6a3upyIONIeTrocsT Ha TTOJHOLIEHHOM
MPOAYKIUU PETYISITOPHBIX IUTOKUHOB [§].
YcTaHOBICHO, YTO TIPU BTOPXKEHUU B OPTraHU3M
FeHETUYECKHU YyXepoaHoil uHdopMauuu (OakTepuw,
BUPYCHI) TTEpBOHAYAIBHBIMU OapbepaMu Ha MyTH pa3-
BUTUS MHGEKIIMOHHOTO Tpoliecca «BCTaloT» HHTepde-
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POHBI, KOTOpbIE CIIyXKaT CUTHAJbHBIMU MOJIEKYJIaMU,
OTBETCTBEHHBIMU 3a BKJIIOUEHHME aJallTUBHOTO MMMY-
HuTeTa. Bo3aMoXHOCTU JieueOHBIX BO3IEUCTBUIA C yya-
cTueM MHTepPhEPOHOB 3HAYUTEIbHO PACHIUPUIUCH
C BHEAPEHUEM B KIMHUYECKYIO TTPAKTUKY WHIYKTOPOB
uHTepdEepoHOreHe3a ¢ MX BBHICOKMM XUMHUOTEpareB-
TUYECKUM MHIEKCOM M BO3MOXHOCTBIO UCIIOJb30BaATh
B KAueCTBE XOPOIIO MEePEHOCUMBIX U BbICOKOI(DDEK-
TUBHBIX JIEKAPCTBEHHBIX CPEACTB MPU IIUPOKOM KpPY-
re BOCHAJIMUTEIbHBIX 3a00JeBaHUI B MeAUaTPUUYECKON
MpaKTUKE.

MHoOro4YrcieHHBIMU UCCIIETOBAHUSIMU YCTAaHOBJIEHO,
910 B-reMOoJuTUYeCKUil CTPENTOKOKK TPYIITBI A BbISIB-
nsgercs B cpenHeM y 15—20% 310poBbIX JTIoAei, BCTpe-
yasicb HauboJiee 4acTo y JIeTell JOIIKOJbHOTO BO3pacTa
B OpraHM30BaHHbBIX KOJUIEKTUBAX — JETCKUX calax, WH-
tepHaTtax u T.A. [1, 9]. [ToaTBepkaeHO, UTO KIIOYEBBIM
(hakTOpOM TOH3WLISIDHON TATOJOTUU CIIY>KUT UMEHHO
B-remonuTHuecKuii CTPENTOKOKK TPYMIBI A, TOTAa Kak
crperntokokkoBas ¢Jopa rpyrn C u G, a Takxke BUPYCHI,
XJIAMUIUU U MUKOITJIa3Mbl BCTPEYAIOTCS B KAYECTBE 3THO-
JIOTMYECKUX U MAaTOreHETUYECKUX areHTOB 3HAYMTETbHO
pexe [2]. UMeroTcst JaHHbIe O CYILIeCTBEHHOM BO3/ICHCT-
BUM PECITMPATOPHOI BUPYCHOU MH(peKIn Ha B-reMo-
JINTUYECKUIA CTPENTOKOKK TPYIITBI A U pa3udHbie aTo-
MaToreHbl HOCOIJIOTKM JIeTel, KOoraa Moj BO3AeiCTBUEM
BUPYCHOW WHGEKUNUKM paccTpauBaeTcsl MPUBBIYHOE CO-
CTOSIHME MUKPOMIIOPHl HOCOIJIOTKM, HAPYLIAETCsI KOM-
MeHcanu3M (ppanu. Commensal — coTparne3Huk) Oak-
Tepuit, pa3BUBAETCs AUCOMO3 CO BCEMU BBITEKAIOIIUMU
13 3TOTO MOCIEACTBUSIMU. B OTHOLIEHUU KOMIUIEKCHOM
Tepanuu TOH3WUISIDHOM MaTOJIOrMU CYILLECTBYIOT anpo-
OUpOBaHHBIE CTAHAAPTHI C TIPUMEHEHUEM B3TUOTPOITHBIX
MEIMKAMEHTO3HbBIX, MATOTEHETUIECKUX W CUMITTOMATH-
YECKUX MEIMKAMEHTO3HbIX cpencTB. OnHAaKO Ha Mpak-
TUKE OHU JAJIEKO HEe Bcerma okKasbIBaloTcs 3(hGheKTUB-
HBIMM  BCJICACTBUE TEHOTUITMUYECKN OOYCIOBIEHHBIX
XapaKTepUCTUK oOpraHu3Ma jeredl (ceHcuOuau3anus
C pa3BUTHEM MMMYHOTATOJIOTUYECKUX peaKlnil) 1 13-3a
HepalMOHAIBHOTO OCYLIECTBIEHUSI KOMILIEKCHOTO Jie-
YeHMS TIPU OTCYTCTBUU KOMIUTaeHca (TIPUBEPXKEHHOCTH
K Teparuu), YTO MOXKET UMETb MECTO TPU O3T0POBICHUN
JIETEN C TOH3UJUISPHOM MAaTOJIOTUEH.

«30JIOTBIM ~CTaHAAPTOM» B JIUCHUM WHOEKIUI
CTPENTOKOKKOBOIO TeHe3a (CTPErnTOKOKKO30B) [OJIF0e
BpeMsI CYUTAINCH B-TakTaMHbIe TIpernaparthbl, HO B CJTyda-
sIX 000CTPEeHUIT XPOHUUYECKOTO TOH3WIJIUTA WU MPU Ha-
JIMYKMM accolMauuii B-reMonuTruyeckoro cTpenToKokka
IPYIIIBI A ¢ THOM MUKPOMIIOPOIA, B YaCTHOCTH C aTUITY-
HBIMM MaToreHamu, OoJjiee 1eJecoo0pa3HbIM MPU3HAHO
KCIOJIb30BaHWE COBPEMEHHBIX MakpoiuaoB [4, 5]. Eme
OIIHOI OCOOEHHOCTbIO CTPENTOKOKKO30B SIBJISIETCS all-
JIEPrUYECKUii XapakTep BOCHaJIEHUs], Pa3BUBAIOIIETOCS
MPpY B3aMMOJEWCTBMU TEPMOCTAOUILHOM (hpaKIIUKU dpU-
TPOT€HHOTr0 TOKCHHA, MPOAYKTOB pacnana B-remonutu-
YECKOro CTPENTOKOKKA TPYMIBI A M TKaHel opraHu3ma.

B MOMOLLIb TPAKTUYECKOMY BPAYY

[ToaToMy 11e16Cc000pa3HO MPUMEHSITh CPEICTBA 1€CEHCU-
OWIM3UPYIOLIEH Tepanuu Uil aleKBaTHOTO OCYIIIECTBIe-
HUSI TIOJIHOLIEHHOTO JIeueOHO-PeadIUTallIMOHHOTO MPo-
necca. [1pu ocTpoM CTpenTOKOKKO3€ KypC 3TUOTPOITHOTO
JieyeHusl (aHTUOMOTUKOTEPAIIUsI) MPOAOJIKUTEIbHOCThIO
7—10 nHeit cocoOeH B OOJBIIMHCTBE CiiydyaeB oOecrie-
YUTh MMUHALIMI0 B-TeMouTruecKoro cTpenToKOKKa,
OJIHAKO TIPOBOCIAJIUTEIbHASI aKTUBHOCTb 3HIOTCHHBIX
YCWIMTEIbHBIX CUCTEM HEPEIKO MOXET CIIOCOOCTBOBATh
HE TOJILKO TIOBPEXICHUIO TKaHeil B BOCHAIUTEIHLHOM
ouare, HO U OOYCJIOBUTb JITUTEJIbHOE MEPCUCTUPOBAHUE
BOCTIAJIUTEIbHBIX SIBJICHUI B OpraHU3Me peOeHKa.

XopollI0 3apeKOMEHIOBaBIIMMU Cce0s1 B MeauaTpuu
CpeACTBaMMU SIBJISIIOTCSI MHAYKTOPHI MHTepGhepoHOreHe3a,
CIOCOOHBIE «BKJIIOYAaTh» YKA3aHHYIO CHUCTEMY, BbI3bIBasl
B KJIETKaX OpraHuM3Ma CHUHTE3 B3HJIOTeHHBIX MHTepde-
POHOB C LIMPOKUM AMANa3oHoM (HapMaKkoJIOrnyecKoit
aKTUBHOCTM U HEOOXOAMMbIMU UMMYHOMOIYJIUPYIOIIM -
mu appexramu [10]. OgHUM U3 00s13aTEIBHBIX YCIOBUIA
X UCTIOJIb30BAHUST SIBJISIETCSl BBISICHEHUE <«TOUYKU TPU-
JIOXKEHUs» MHIYKTOPOB MHTEphEpOHOTeHe3a B CUCTEME
WMMYHMTETA.

LuxinodepoH (MeriyMrMHa akpuaOHALETaT, METUJI-
IIOKaMUHa aKpUJOHAleTaT), SIBJISSICh pAHHUM MHIYK-
TOPOM MHTEP(EPOHOB, 00sagaeT MOJIUDYHKIIMOHATb-
HOCTBIO M BhIpaXXE€HHOM 3(h(HEKTUBHOCTHIO; OH XOPOIIIO
3apeKOMEHI0BaJI ce0sl TMpU psifie JAETCKUX UHQEKIIUiA,
a umeHHo npu rpunme 1 OPBU, MukoruiaaMmeHHOM MH-
ek, MHMEKIMOHHOM MOHOHYKJIE03€, BUPYCHBIX
rerarurax, kammnuiobakrepuose u ap. [7, 10, 11]. U3z-
y4eHUE KJIMHUYECKOTO U MaTOTeHETUUYECKOTO BIIUSIHUS
Hukjgo(gepoHa NMpu TOH3WJIISPHOM MATOJIOTUM Y ACTei
MOXET TPeACTaBISITh 3HAUUTEIIbHBII MHTEPEC TSI K-
HUYECKOHN TMPaKTUKK B CBSI3UM C €ro 0e30MacHOCTHIO,
HaJEXKHOCTBIO U I0KA3aHHOW MMMYHOTPOITHOM 3 deK-
TUBHOCTBIO.

Lenbio uccienoBaHus SIBUJIOCH OOOCHOBAHUE MPU-
MEHEeHUs IUKJIodepoHa B KayeCTBE IMaTOreHEeTUYeCKOM
Tepanuu TOH3WUISIPHOM MaTOJIOTUHU Y IeTEeH.

MATEPUAJIBI U METObI

B naOmoneHue ObUIM BKIHOYEHBI 38 nereil B BO3-
pacte 4—12 JjeT, UMEBLIMUX TOH3WJUISIPHYIO IAaTOJIOTHIO
(TIpOSIBJICHUST OCTPOTO M OOOCTPEHWE XPOHUIECCKOTO
TOH3WJINTA), COCTAaBUBIIMX OCHOBHYIO Tpyrminy. [pymma
coTocTaBJIeHHs BKiroyasia 36 meteit 4—12 jet co cTperr-
TOKOKKO3aMM (OCTPBIA M XPOHUYECKUN TOH3WJIJIUTHI),
10 OTHOIIEHMIO K KOTOPBIM He MPUMEHSIACh UKIOMe-
pOHOTEpaIusi, a MUCIOIb30BAIUCH TOJTHKO OOIICITPUHSI-
ThIe MeTOIbI JieueHust. OCHOBHAs rpyIa HabJIodaBIINX-
cs1 Obuta nipeacTanieHa 20 neBoukamMu U 18 MaibunKamu
(cpemHuii Bo3pact 6,6 roma). Ipymma comocTaBieHMS
BKJIIovasia 18 neBouek u 18 MaibunMKOB (CpeHuUii BO3pacT
6,4 roga). /InarHo3 ocTpOro TOH3WIIJIATA Y BCEX BKITIOYEH-
HBIX B UCCJIeIOBaHNE NETE YCTaHABIMBAJICS HAa OCHOBA-
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HWW CTAHIAPTHBIX MPOTOKOJIOB TUATHOCTUKHU W JICUCHUSI
JIOP-0omne3Helr B COOTBETCTBUU C JAHHBIMUA aHaMHe3a,
HEOOXOMMMBIMU KITMHUICCKUMU Y MHCTPYMEHTATbHBIMU
HCCIICIOBAaHUSIMU.

Bcem HaOmromaBIIMMCS IO Hayajla OCYIIECTBIIC-
HUSI 3TUOTPOITHOW aHTUOMOTUKOTEPAITMU TTPOBOIHU-
JIOCh 0AKTEePUOJOTMUECKOe MCCIIeIOBaHNE Ma3Ka U 3eBa
Ha MUKPOGhIIOPY B YCIOBUSX perrmoHaibHOM JIyraHckoi
MEIUIIMHCKOM JabopaTopuu «Synevo», BXOASIIEH B CO-
cTaB MeauIMHcKoro xojaauHra «Medicover» (bproccenb,
benbrust). UccnenoBaHue ObL10 0100PEHO JIOKATbHBIM
STUYECKUM KOMHTETOM JIyraHCKOTO TOCYTapCTBEHHOTO
MEIMITMTHCKOTO YHUBEPCUTETA.

OO1enpuHsITasT TEPAITs OCTPOTO TOH3WIIUTA 1 000-
CTPEHMIT XpOHMYECKOTO TOH3MJUTATA BKITF0YaIa IpUMeHe-
HHE TIOCTEJIBHOTO PEXMMa, TUEThI, aHTUOAKTepUaTbHBIX
TperapaToB B PEKOMEHIYEMBIX 033X Ha MPOTSKEHUHN
7—10 mHeii, MCTOb30BaHWE HECTEPOMITHBIX TPOTHBO-
BOCTIAJIUTENTBHBIX CPEICTB 3—4 pa3a B CYTKU B TEUCHUE
TEPBBIX 5 IHEW JieYeHWs] B CTaHAAPTHOW TO3WPOBKE,
Ha3HaYCHME JeCCHCUOWIM3UPYIOIINX CPEICTB, TTOJUBHU-
TaMUHOB. MeCTHOE JiedeHHEe OCYIIECTBIISIA B BUJIE TTO-
JIOCKaHM TOpJIa aHTUCETITHUECKIUMU pacTBOpaMU (Jarie
Bcero 0,01% pactBopoM MupammcTiHa). Juetoreparst
OblTa TIPEUMYIIECTBEHHO MOJIOYHO-PACTUTEILHOM, He-
pasapaxaioliieit, 6oratoil ButammHamu rpynn B u C.
JleTstM OCHOBHOM TPYTIITBI TOMMMO OOIIETIPUHSATOMN Tepa-
MUY Ha3HaYaJIu UMKIO(GEpoH (MEryMruHa aKpuaoHale-
tat). llukiodepoH ucmonb3oBaiu B 103UpoBKe 6—10 Mr
Ha | KT Maccel Tena B Bune 12,5% pacTtBopa BHYTPUMBI-
IIIEYHO Yepe3 IeHb, BCETO 5 BBEIEHMUI TIperapara.

sl BBISIBIICHUSI KOHKPETHBIX MEXaHU3MOB (hOpMM-
pPOBaHUS WMMYHOJIOTMUECKOW MAUCGHYHKIIMA B HAOIIO-
TABIITUXCST TPYITITaX MBI CUYUTAIN TIEPCIIEKTUBHBIM TIPO-
aHaJTM3MPOBAaTh OCHOBHBIC 3BEHbS MMMYHHOTO OTBETa,
BYACTHOCTU cucTeMy (harouuTUpPYIOIINX Makpoda-
roB [12], mo nokazarensiM parouuTapHoOit aKTUBHOCTU
MakpodaroB M YpOBHS LHUPKYJUPYIOIINX WMMYHHBIX
komriekcoB (LIMK) cbIBOPOTKM KPOBU C BbISIBICHUEM
nx ¢ppakuroHHoro cocraBa [13, 14]. KoHueHTpauuio
LMK B cbIBOPOTKE KPOBU U3y4Yasld METOIOM MpPELUU-
TaIlX B PACTBOPE TTOJUATUIICHIJIMKOJIS C MOJICKYJISIPHOM
Maccoii 6000 nansToH [14]. MonexkynsapHblii coctaB LITK
¢ ompeneieHueM dpakiuii kpyrnHo- (>19S), cpenHe-
(11S — 19S) u MeakoMonekysipHbIX (<11S) UMMYHHBIX
KOMIUIEKCOB OTIPEACIISTN TIyTeM auddepeHIMPOBaHHON
nperunutanuu B 2,0%, 3,5% u 6% pactBOpax IOJIU-
stuieHrukons [14]. B kayecTBe OCHOBHOTO MeTOjA
IUTSI OIICHKY COCTOSTHUST CUCTEMBI (harolUTUPYIOIIINX Ma-
KpodaroB MCIOJIb30BAIM M3ydyeHUEe (haroluTapHON ak-
TUBHOCTH Makpoharos repudepruIeckoil KpoBU, KOTO-
PYIO MCClIeIOBaJIM YallleYKOBBIM MeTOMIOM [ 14]; mpu aTOM
TeCT-00bEKTOM CJTy>KWJIa KHBasi CyTOUHasl KyJbTypa Stapf.
aureus, utaMm 505. TToacunThiBaIu ClieaytoIIMe oKa3a-
Ten haroIMTapHON aKTUBHOCTU MaKpoharos: (aroim-
TapHOE YMCJIO — KOJWUYECTBO ITOTJIONMICHHBIX OaKTepH-

TBHBIX KJIETOK Ha | MOHOLMWT; (harorMTapHbIi WHIEKC
—% MOHOIINTOB, KOTOpbIe NMPUHUMATN ydacThe B a-
TOLIMTAPHON peakliuu; UHAECKC aTTpaKIMu — YUCJIO MU-
KPOOHBIX KJIETOK, (hruKcupoBaHHbIX Ha 100 MOHOLMTAX,
W WHACKC TIepeBapruBaHUsI — TIPOLIEHT ITepeBapeHHBIX
MMKPOOHBIX KJIETOK OT OOLIEro MX KOJIMYECTBa, MOIJIO-
mweHHbIx 100 MmoHo1MTamu [14]. Pe3ynbrarsl uccienona-
HUST UMMYHOJIOTUIECKUX ITOKa3aTeseil y 00CIeIOBaHHBIX
JeTel C OCTPBIM U 00OCTPEHUSIMU XPOHUIECKOTO TOH3MII-
JIUTA MBI COTIOCTABIISUTA C JaHHBIMM, TTOJTYIEHHBIMU TTPU
00cJieIoOBaHUY TTPAKTUUYECKU 3I0POBBIX [IETEH, comocra-
BHUMBIX ITO BO3PACTY U TIOJY.

Craructuueckasi 06padoTKa MOJyYeHHbIX Pe3ysibTa-
TOB OCYILECTBIISIIACh MEPCOHATbHBIM KOMITbIOTEpoM Intel
Pentium Core Duo MeTonoM oHO- 1 MHOTO(aKTOPHOTO
JUCTIEPCUOHHOTO aHaJTn3a (ITaKeThl TUIICH3MOHHBIX TTPO-
rpamM Microsoft Office 2007, Microsoft Excel Stadia 6.1/
prof u Statistica, XLSTATPro nns MS Excel, Statistical
Package for Social Science ) [15].

PE3VJIBTATBI U1 OBCYXK/JEHNE

OCHOBHBIMHM TOKa3aHUSIMU [UTSI  TOCITMTAIM3AIIAN
NeTel ¢ TOH3WIIIPHOM MaToJIOThe ObLIN TSDKEJIOe KIIU-
HUYecKoe TeueHue 3a00sieBaHuUs, SMUIEMUOIOTMYECKUE
MOKa3aHUs (IeTH W3 WHTEPHATOB) W BOCIIAJMTEIbHBIC
SIBJIEHUSI, pa3BUBalolIMecs: Ha (oHe Oe3yCIelIHOl aMm-
OyJIaTOpHOU Tepamuu. Y HaXOAWBIIMXCS ITON HAIIMM
HaOJOCHUEM TIAllMEHTOB aHTWMHO3HBIM CUHIPOM CO-
MPOBOXIAJICS OCTPOW JIMXOPaZOYHOW peakiueit de-
opuibHoro Ttuna (38—39°C) mpPOAOIKUTETbHOCTBIO
B cpenHeM 4,8+0,5 nusa. IlauueHTHl TIpembsBIsSIA XKa-
JIOObI Ha TOJIOBHYIO 00Jb, 00/ B ropJie NMpu IJIOTaHUU,
oulyuieHue xapa u ooiyio ciadoctb. Hekoropsle aetu
OoTMeYaJIM OO0JM B KOHEYHOCTSIX, MBIIIIAX, CycTaBax,
a TaKXKe HEeTpUSITHBIC OLIYIIeHUs B 00J1acTy cepala. AH-
rMHAa Y BCeX y4acTBOBABLIMX B UCCJIEIOBAHUM JULL OblL1a
JlakyHapHoOil (Angina lacunaris), kpome 8 MaJIbuMKOB
(4 — B OCHOBHOI1 U 4 — B IpyIINe COMOCTaBICHUs), ¥ KO-
TOPbIX OHa MpoTekaa B hounkysipHoii popme (Angina
follicularis) mo knaccudukanuu b.C. [peodbpaxeHckoro.

[Ipu nakyHapHOI aHTWHE BO BpeMsT (hapHMHTOCKOTUN
00HaPYXWBAJN SIPKYIO TUTIEPEMMIO TYKEK MSATKOTO Heba
¥ HEOHBIX MUHIAJIWH, CAMM MUHIAIWHBLI ObLIA YBEIU-
YeHBI B pa3Mepax 3a CYeT WHOWIBTPAIMKU ¢ HATMIUEM
HaJIeTOB 0eJIoro Wiu cepoBato-06esioro 1sera. BoisiBisi-
Jlach Takxe OOJIe3HEHHOCTb M YBEJIMYEHUE B pa3Mepax
C VIUIOTHEHHEM PETMOHapHBIX JTMMGbATUIECKUX Y3JIOB,
HaXOISIIIMUXCS 031 HIDKHEeUeIoCcTHOTO y31a. B 67,5%
c/lyyaeB OTMeUalach BbIpakeHHasl 00Jib MPU TJIOTAaHUU,
4acTO UPPaauMpoBaBllIasl B yXo, 0ojiee 4YeM y MOJIOBUHBI
neteit (58,7%) BHISBISAIACH TOBBILICHHAS CAMBALIS.
B 4 ciygasix oTMevany HaTuaue OHO-, TBYKPAaTHOM PBO-
TBI, @ y 2 JeTell ompenensiach CUMITOMAaTHKa MEHUH-
TM3Ma M CKJIIOHHOCTD K TUapeitHOMY CUHAPOMY (HaTMuue
SKUAKOTO CTyJia 10 4—6 pa3 B CyTKH).
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VY i ¢ posuMKyISIpHON aHTHHOM, XapaKTepu30BaB-
IIeiicss TIPEUMYIICCTBCHHBIM TTOPaXXEHUEM TapeHXMMBI
MUHIIAH 1 UX GOJUTUKYIISIPHOTO arapara, OTMeJaIy Io-
BblllIeHKME TeMrepartypbl Tesa 10 39—40°C, cHuxkaBliLencs
yepe3 2—3 aHs1, a y omHOro pedbeHka — uepes 4 nHs1. Bo Bpe-
MsT (hapHTOCKOTTNY OTIPEAEIISIIOCH HATMYYE YBETMICHHBIX
Y TUTICPEMUPOBAaHHBIX HEOHBIX MUHIATMH. Ha mx moBepx-
HOCTU OBITM BUIHBI YETKO OTIpaHWYCHHBIC, BEIMIMHOMN
C IIPOCSTHOE 3€PHO, JXEJITOBATOTO I1BeTa THOWHWUYKY B BUIE
TOYEK, MpeacTaBsiBlIMe cOO0N BocnaieHHble (HOTUKY-
JIbl, BCKpbIBaBIlIMECs Ha 2—3-ii IeHb OOJIE3HU.

Y nauueHToB ¢ JakKyHapHOW U (GOTMKYISIPHON aH-
TMHOW B reMOTpaMMe BBISIBIISUICS JIEMKOLIMTO3 C HEUTPO-
(unbHbIM cnBurom, sozuHobunus, yseauueHue COD
10 30—35 MM/4, B MOUe — Tiepexosias aibOyMUHYypusl,
MUKpPOTEMaTypHysl M TeMaTypusT; B KPOBU OBUTH TTOBHIIIIE-
HBI TUTPHI aHTUCTpenTom3nHa O.

Ilpu nposeneHUn OAKTEPUOJOTMYECKOTO HCCIENO-
BaHMS COAEPKUMOTO JIaKyH HEOHBIX MUHIAIUH OBLTA
BBIIIEJICHBI CJICAYIOIIE BO3OymuTenu: Str. pyogenes —
38 (51,4%) xynwryp, Str. angunosus — 20 (27%) KyabTyp,
Str. viridans — 16 (21,6%) xynstyp. [1pu 3TOM 9yBCTBU-
TEJIBHOCTH K OeTaJlaKTaMHBIM TIperiapaTtaM Oblia BBISIBIIC-
Ha'y 100,0% mraMMOB, K TeTpalluKiimHy — y 81%, K apu-
TpoMuLMHY — ¥ 79,7%, K KO-TpuMOKca3oiy —y 74,3%.

[lpy mpoBeneHWM WMMYHOJIOTUISCKOTO WCCIIENO-
BaHMS 10 Havaja Tepalliyd YCTAHOBJICHO, YTO Yy 0OcIe-
TMOBAaHHBIX JAETell 00CUX TPYIIT OTMEYAIOCh ITOBBIIIICHHE
o61ero yposHst LUK ¢ nucbanaHcoM nx MOJIEKYJISIPHOTO
cocraBa. Tak, oomuit yposeHb LIMK B ceiBOpoTKE KpoBU
B 00eux rpymnmax ObuUl yBeJaudyeH B cpenHeMm B 1,83 paza
OTHOCHUTEJIbHO HOPMBI U cocTtaBisin 3,44+0,05 r/n nipu
Hopme 1,88+0,07 r/n (taba. 1).

Ipu wuzyyeHuu mosekyasipHoro cocrapa LUK
yIeTeil ¢ TOH3WIISIPHOM TIATOJOTHEW YCTaHOBJICHO,
YTO BO3paCTaHUE WX YPOBHSI OCYIIECTBISITIOCH TTPEUMY-
IIECTBEHHO 32 CYeT Haubosiee TOKCUTEHHbIX (pakiuii
— CpeIHe- W MEeJTKOMOJICKYJISIpHBIX. [1pu 3TOM Tipocite-

B MOMOLLIb TPAKTUYECKOMY BPAYY

KMBaJTach YETKO BBIPaKEHHAsl TCHACHIMS K YBEJIMYC-
HUWIO KaK TIPOIIEHTHOTO COCTaBa, TaK U aOCOIIOTHOTO
KOJTMYECTBa MCCIICIOBAaHHBIX TToKa3arteneil. ComepkaHue
cpeaHemoltekyaspHoit dpakuuu (11S — 19S) Ha MoMeHT
TTOCTYIUICHUS B CTallMOHAp B aOCONIOTHOM WCUWCIICHUHN
OBIITO BBITIIC HOPMAJIBHBIX 3HAYCHUI B CpelHeM B 2,8 pasza
u coctansiio 1,7210,03 r/n (p<0,001), BOTHOCUTEILHOM
ncurcieHn — 49,6+ 1,2%, 4To IpeBbIIIATI0 HOPpMaTbHBIE
3HavyeHus B 1,54 paza. KoHueHTpauust MEIKOMOJIEKYJIsIp-
Hbix HUK y ob6ciaenoBaHHBIX OOJBHBIX J€TE 10 Havaia
JICYEHUSI COCTaBJIsIa B CPEMHEM B aOCONIOTHOM WMCUM-
cinenun 1,0£0,03 r/n, T.e. Obl1a npeBbilieHa B 2,38 pasa,
a B OTHOCUTEJIbHOM ucuncieHun — 29,2+0,8%, 1.e. nipe-
BbIllIaJIa HOpMY B 1,29 pa3a.

[lpn wuccrnemoBaHWM TIOKa3aTesiel, XapaKTepHU3YIO-
IIUX COCTOSTHWE CUCTEMBI (haroluTUPYIOIINX Makpoda-
TOB, OBUTO BBISIBJICHO, YTO IO HaJaja JICUCHUS Y JeTei
C TOH3WUISIDHOW TIATOJIOTWEN KaK OCHOBHOW TPYIIITHI,
TaK U TPYMIIBl COMOCTaBICHUSI OTMEYAOCh MX CYIIECT-
BeHHOE CHUKeHue (Tab. 2).

Heob6xonnMo OTMETHTh, YTO B OCHOBHOM TPYIITIE Ie-
Teii, MOJyYyaBIIMX HAPSITY C OOLIETPUHSTHIM JIEUEHUEM
HUKI0(hEpOH, XaJloObl, OOYCIOBJIEHHbBIE WHTOKCHKA-
el ¥ MECTHBIMUA BOCITAJTUTEIIbHBIMM TIPOSIBICHUSIMU
3a00s1eBaHUs (CyObEKTUBHbIE OILLYIIEHUsT AUcKoMbopTa
B POTOTIJIOTKE, IyBCTBO XCKCHUS, CKOIICHUE TPYIHOOT-
NeJISIEMOM CITU3H, TIepIIIeHUE, 00IIasT CIab0oCTh, JIMXOPA-
Ka), KymMpoBaJIUCh B cpenHeM Ha 2,8+0,5 nHs paHblile,
YeM B TpymIe comnoctaBieHus. PaprHTOCKOTMYecKast
KapTHHa (HaJIeT ¥ THOMHO-Ka3e03HbIe TPOOKM B JIAKYHAX
MUHIAIWH, TUTICPEeMUS U MHOWIBTPALINS TIepeIHUX HeO-
HBIX IYXeK, OTEYHOCTh M PBIXJIOCTh TIOBEPXHOCTU MUH-
NAJIMH), a TakKKe YBEJIMUCHUE Pa3MEpPOB PETMOHATBHBIX
JUMGATHYECKUX Y3JI0B U UX 00JIC3HEHHOCTD TTPH TTaJTbITa-
LIMW MMEJIU TeHACHLMIO K HOpMaIu3aluu B 6oJiee ObICT-
pble cpoku (B cpeaHeM Ha 2,410,4 qHs paHbllie) UMEHHO
y neTeit, mosryyaBiux nukiaodepoH. [lonuepkHem ocobo,
YTO HY B OMTHOM CJTydae HaOJIOICHUS y IeTeil, KOTOPBIM

Tabnuya 1. Yposens LIMK 1 X MOJIEKyISPHbI COCTAB B CHIBOPOTKE KPOBH Y JieTeil 00erX rpymi 10 Hayasia tepaman (M+tm)

TTokazarenb Hopma J1eT ¢ TOH3WLISIPHOM MaTo- p
sorueit (n=74)

LMK o6m. r/n 1,88+0,07 3,42+0,06 <0,001

W3 Hux:

KPYITHOMOJIEKYJISIDHBIE:

T/7 45,2422 21,2+1,6 <0,001

% 0,85£0,03 0,72+0,02 =0,05

CPEIHEMOJIEKYIISIPHBIE:

% 32,2+1,3 49,6%1,2 <0,05

r/n 0,61%0,02 1,72£0,03 <0,001

MEJIKOMOJIEKYJISIDHBIE:

% 22,6+1.,4 29,2+0,8 <0,05

/71 0,42+0,02 1,0£0,03 <0,001

Ilpumeuanue. 3nech v B TaOJ. 3: p — BEPOSITHOCTb Pa3INUMs MEXKIY COOTBETCTBYIOIIMM TMTOKa3aTeJIeM U HOPMO.
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Tepéwun B.A. u coasm. ONTUMU3AIINS TATOTEHETIECKOI TePATTUK IeTe ¢ TOH3WUISIPHOI MATONOTHeH

Tabauya 2. Tloka3ate M coCTOSAHHSA CHCTeMbI (JaTOUMTHPYIONMX MAKPO(aros y 00¢.1eJ0BAHHBIX JeTeil ¢ TOH3WLIAPHOI 1aToorueii

B OCHOBHOJ1 ITpyIIIie ¥ B rpynme conoctasijenust (M=m)

ITokaszarens COM Hopma OcHoBHas rpymmna (n=38) Ipynmna comocraBienust (n=36)

110 JIeYEHU ST ocJie JIeYeHUst 110 JIeYEeHUsI rocJie JIeYeHust
DU, % 28,610,8 18,310,6* 29,9+0,8* 18,410,6* 20,2+0,7*
®dY, abe. 4,010,16 2,3+0,13* 3,94+0,2* 2,5+0,12% 3,04+0,2*
UA, % 16,910,6 11,3£0,2%* 15,6 £ 0,4* 11,5£0,2%* 13,2 £ 0,3*
I, % 26,5+0,9 13,3+0,1* 25,1+£0,3* 13,7£0,2* 20,2+0,3*

[lpumeuanue. BeposiTHOCTb pa3Inuuii nokasareseii 1o u noce jgeueHust — p<0,05; BeposITHOCTb pa3Inumii ¢ mokaszaressiMu Hopmbl: * — p<0,05;
** — p<0,01; # — p<0,001. COM — cucrema arorurupyromnmx Makpodaros; ®U — darouurapusiii uanekc; @Y — daroumrapHoe 4ncio;

WA — unpekc artpakuuu; U1 — nHaekc nepesapuBaHus.

TTPOBOAVMJIMCH MHBEKIINN ITUKIIODEepOHa, MBI HE HaOJIIO-
JTaJTA TIOOOYHBIX STBJICHUIA; y BCEX MAIMEHTOB OTMEYajiach
XOpolliasi MIepeHOCUMOCTb penapara.

Kak cnenyer u3 Ta6s. 3, yposens LIMK y neteit ¢ ToH-
3WUISIPHOM MaToIorueit mociie 3aBeplieHust JIeUEHUsI Cy-
IIECTBEHHO OTJIMYAJICSI B OCHOBHOM Ipyrine (roKazaTesiu
MIPUOIMKATINCH K HOPMAaTUBHBIM 3HAYEHMSIM) B CpaBHe-
HUU C rpynnoi conocrasieHus (yposeHb LUK u nx mo-
JIEKYJISIDHBIA COCTaB M3MEHSIJIUCh MEHEee 3HAUMTEbHO).
AHaJIOTUYHAsI TUHAMUKA OblJla OTMEYeHA W CO CTOPOHBI
TToKa3atesieil CUCTeMbl (DaroluTUPYIOINX MakKpodaron
— B OCHOBHOW TpyIIIe AeTeW, JOMOJHUTEIbHO MOJIyYaB-
IUX MUKI0(GEpOH, HA MOMEHT 3aBEPIICHUS TePATTUH OT-
Meyvajgach MPaKTHYECKH TIOJTHAS HOPMaJTU3aIus U3yJeH-
HBIX (paroluTapHbIX MHIEKCOB (CM. TadJ. 2), B TO BpeMs
KaK B IPYIIIIE COMOCTABICHUS, HECMOTpPSI Ha HEKOTOPYIO
TTOJIOXKWUTEJIPHYIO JTWHAMUKY, W3YYeHHBIC ITOKa3aTeTn
OCTaBaJINCh IOCTOBEPHO HMXKE HOPMBI (CM. TaoJI. 2).

3AK/IIOYEHUE

Takum 06pa3oM, TTOJTyIeHHBIE B pe3yJIbTaTe UCCIICI0-
BaHUs JaHHbIE CBUICTEIBCTBYIOT O CYIIECTBEHHOM BO3-
pactanuu ypoBHs LIMK B cbIBOpOTKE KpOBU AeTEi C TOH-
3WUIAPHOM mMatoiorueil (MperuMyIIeCTBEHHO 3a CYeT
HanboJee TOKCUTEHHBIX CPEIHE- U METKOMOJIEKYJISIPHBIX
¢pakumit), a TaKKe O CyIIECTBEHHOM CHUXXEHUHU MOKa-

3areieid, XapaKTepU3yIOIIUX CUCTEMY (haroIUTHPYIOITUX
Makpodaros, y JIUII B 00eWX TPyITaX HaOIIOOCHUS, Ha-
PSIIY C COOTBETCTBYIOIIMMY U3MEHEHUSIMUA KITMHUIESCKOM
1 (hapuHTOCKOITMIECKON KapTUHBHI.

BxutoueHue noau@yHKIMOHAIBHOTO HU3KOMOJIEKY-
JIIPHOTO MHAYKTOpa MHTep(epoHOoreHe3a HuKIodepoHa
B KOMITJICKC TTaTOT€HETUIECKO Teparuu aeteit 4—12 et
C OCTPBIM TOH3WJUIUTOM M OOOCTPEHHUEM XPOHMUYECKOTO
TOH3WJIJITA CITOCOOCTBYET OLIYTUMOM TO3UTUBHOMW /M-
HaMWKe KIMHWYECKOTO TeYCeHMs 3a00JIeBaHMS: MCUE3-
HOBCHMUIO B 00Jice paHHUE CPOKU TIPOSIBICHUIT MHTOKCH-
KallMu, KYMUPOBAHUIO JIMXOPAJAOYHOI peaKiuu, a Takxke
HOPMaJIM3aIMK JIOKAJIBHBIX CHUMITOMOB ((hapWHTOCKO-
IMMYECKOTO CTaTyca OOJbHBIX) B CPABHEHWM C NETHMH,
TTOJTyYaBITMMH TOJIBKO OOIIETIPUHSATOE JICUCHUE.

HuknodepoH BKIIOUEH B EpeYeHb KU3HEHHO HEOO0-
XOIMMBIX Y BasKHEHTITNX JIEKapCTBEHHBIX CPEACTB B CBSI-
31 C €r0 BBIPAXXEHHOW WMMYHOTPOITHON aKTUBHOCTBIO
W yJ9aCTHEM B HOPMaJTU3allMX BHIPAOOTKM MHTEp(EepoHa
KaK [P UMMYHOIIE(DUITUTHBIX, TAK U TIPY ay TOUMMYHHBIX
COCTOSTHUSIX. [J-TaBHBIM TOCTOMHCTBOM ITperiapaTa MOXHO
CUYUTATh €ro MOTUGYHKIIMOHATBHOCT, 00YCIOBICHHYIO
B TOM YHCJIC BO3MOXKHOCTBHIO BO3IEHCTBUSI Ha YPOBCHB
LUK cbIBOPOTKM KPOBU U cUCTEMY (DArolUTUPYIOLINX
MakpodaroB y JeTeil ¢ TOH3UJUISIPHOI rmaTojiorueit. Bax-
HBIM (hapMaKOTMHAMUIECKUM KauyeCTBOM IMKIo(GepoHa
SIBIISIETCST €T0 XOpoIasi TePeHOCUMOCTbh M OTCYTCTBUE

Tabauya 3. Yposens LUK u ux MoJieKy/1spHbIii COCTAB y AeTeil ¢ TOH3U/LIAPHOI NaToJorueii noc.ie 3asepuenns Jeyenns (M+m)

MMMYHOJIOTMYECKUIA TIOKa3aTelh Hopwma OcHosHag rpymma (n=38) Ipynma comocrasienus (n=36) P
LUK obur. r/n 1,88+0,07 1,92+0,08 2,47£0,07 <0,001
N3 Hux:

KPYITHOMOJIEKYJISIDHBIE:

% 45,2422 4,24+2,1 36,4+2.4 <0,001
r/n 0,85+0,03 0,82+0,04 0,77£0,02 0,05
CpEeIHEMOJIEKYJISIPHbIE:

% 32,2+1,3 34,6+1,2 38,4+1,3 <0,05
r/n 0,61£0,02 0,63£0,01 1,1+£0,02 <0,001
MEJIKOMOJIEKYJISIPHBIE:

% 22,6+1.,4 23,0£1,2 25,2+1,3 <0,05
/7 0,42+0,02 0,38%0,03 0,66+0,02 <0,001
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B MOMOLLIb TPAKTUYECKOMY BPAYY

B KOMIUIEKCHOM JIEUEHUU JAeTel ¢ TOH3WIISIPHOMN MaTo-
JIOTUEN MPOJEMOHCTPUPOBAIO €ro 0€30MaCHOCTb U BbI-
PaXeHHYI0 KJIMHUKO-T1a00paTopHyl0 (P dEKTUBHOCTD,
MPEBBIIAIONIYIO TAKOBYIO ITPU OOLIETTPUHSITON Tepanuu.

TOKCHUYHOCTH, YTO ITO3BOJIMJIO MpeIiapaTy 3aHATb JIOCTOWA-
HOC ITOJIOXKECHUEC B HGJII/IanI/I‘{CCKOﬁ KIIMHUYECKOM npa-
KTHUKE ITPY MHOTHUX ITaTOJOT'MYCCKHUX COCTOAHUAX.
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Pe3yabTaTbl OTKPBITOrO MHOTOLEHTPOBOTO MccieoBanus B Poccuu:
BBICOKOTH/IPOJIM3HASI CMECh HA OCHOBE CbIBOPOTOYHOr0 0€eJIKa ¢ MPeOMOTHKAMH raIaKkTo-
u ppykrooaurocaxapuaamMu 3(PGeKTUBHO KyNUPYeT CUMITOMbI ATONMMYECKOTO JepMaTUTa

A.H. Ilamnypa, T.E. Jlasposa, T.A. Quaamosa, C.I. Makaposa, M.M. Abesesuu, H.H. Tapan,
T.I. Heanvkosa, E.A. banakupesa, T.A. Tepnuesckas

Hay4Ho-nccnenoBaTenbCKnin KMIMHNYECKUIA MHCTUTYT neguatpumn; KnuHnka IHctutyTa nutadus PAHM;

Poccuiickunii HaumMoHanbHbIN NCCNefoBaTeNbCKUIA MEANUNHCKNA yHuBepcuTeT M. H.W. MNuporoea; Hay4HbIn LEHTP 340-

poBbsi getenn PAMH, Mockea; Huxeropoackas rocygapCcTBeHHas MeamuyHckas akagemust; bpsiHckas obnacTtHas getckas
6onbHMLA; BopoHexckas rocyaapcTBeHHas meauumHekas akagemus; etckas ropoackas 6onbHuua, Kanyra

A highly hydrolyzed formula based on whey protein with the prebiotics
galactooligosaccharides and fructooligosaccharides effectively abolishes the symptoms
of atopic dermatitis: Results of a multicenter open-label trial in Russia

A.N. Pampura, T.E. Lavrova, T.A. Filatova, S.G. Makarova, M.M. Abelevich, N.N. Taran,
T.G. Ivankova, E.A. Balakireva, T.A. Ternievskaya

Research Clinical Institute of Pediatrics; Nutrition Clinic, Russian Academy of Medical Sciences; N.I. Pirogov Russian
National Research Medical University; Research Center for Children’s Health, Russian Academy of Medical Sciences,
Moscow; Nizhny Novgorod State Medical Academy; Bryansk Regional Children’s Hospital; Voronezh State Medical
Academy; City Children’s Hospital, Kaluga

ATonuyecKuii IepMATHT Y JeTeii ePBOro rojia XKU3Hu B 00JbUIMHCTBE CJIy4aeB 00YC/IOBJIEH aJieprueii K 0eJKaM KOpOBbero MoJIoKa.
OcHOBOIi CBOeBPeMEHHOIT H aIeKBATHOI MeIMIMHCKOM MOMOIIM TAKMM JIETAM SIBJISIETCS AMETOTEPANHUS BbICOKOTHAPOJIM3HBIMU CMe-
csivu. 11esib10 OTKPBITOr0 MHOTOIIEHTPOBOTO MPOCIIEKTHBHOTO MOCTPETHCTPANMOHHOTO HCCIIEIOBAHNS SIBJISUIACH OlEHKA 3()(eKTHB-
HOCTH CMeCH Ha OCHOBE [JIy0OKOro riipoJiu3a ChIBOPOTOYHBIX 0e1KoB ¢ npednotukamu scGOS/IcFOS 0,8 r/100 ma y nereii nepsoro
0712 JKU3HU, MOJTYYAIOIHUX HCKYCCTBEHHOE BCKAPMIIMBAHKE M CTPAJAIOIIMX ATONMYECKUM IEPMATUTOM, NPEINOIOKUTEIBHO CBSI3aH-
HbIM C aJuUIeprueii K 0eJKaM KopoBbero MoJsioka. B uccienoBanue BkioueHn 51 pedeHok B Bozpacte 193,64 (SD 73,95) ans ¢ Jierkum
U cpenHeTsKebIM aTonmdeckuM nepmatutoM (SCORAD<40). Pesynsrarsl uccienoBanusi. Ha dhone 4-HemebHOro Kypca aueTo-
Tepanuu 0TMEYaJIoCh KYNMPOBaHHe KOXKHBIX CUMIITOMOB aronuyeckoro aepmaruta (SCORAD 26,66 (SD 9,19) u 6,63 (SD 4,36)
B HAYaJie M KOHIIE MCCJIeJOBAHNSA); CHIDKEHHE MOTPEOHOCTH B TePANMM TONMMYECKUMH IIIOKOKOPTUKOCTEPOMIAMH, IMHKCOAEePKa-
UMY TONHYECKUMH CPEICTBAMM, AHTUTUCTAMMHHBIMY nipenapatamu (p<0,01). DdeKTUBHOCTD AHETOTEPANIUH O MHIUBUIYAJb-
HO¥i aHAaJIoroBoii mkasje cocrtapmwia 8,53 (SD 1,51) 6anna npu ouenke poauteasvu u 8,72 (SD 1,20) 6aiia npy oneHKe Bpayamu.
Ha cdone nuerorepanuu pusnosornyeckas yacrora aedexammii cocrapuia 1,88 (SD 0,94) paza B CyTku, 0TMeYaJI0Ch 10CTOBEPHOE
yiaydieHne XapakrepucTuk ctyia. CpeaHecyTouHblii 00bem norpedenust cMecu obu1 786,13 (SD 169,21) mia. MaccopocToBbie
MOKa3aTe/n Beex jeTeil ObLIN B MPeiesiax HOPMAJIbHbIX 3HaYeHnii. BoiBonpl. Mccieayemas cMech 06.1a1a€T X0poliieil mepeHoCHMOo-
cTbi0, 3(ppekTBHA Oosiee yem y 90% neTeii ¢ ATONMYECKMM IePMATHTOM, TPEANOJ0KHTENBHO CBA3AHHBIM C aJlieprueii K 0eJikam
KOPOBbEI0 MOJIOKA, 00eCeYnBaeT POCT H PA3BUTHE PeOEHKA.

Knrouesvie crosa: demu nepeoeo 200a xycuznu, amonuueckuii depmamum, nuuesas annepeus, SCORAD, duemomepanus, ébicoko-
2UOPOAU3HAS CMeCb HA OCHOBE 0ENKO08 CblBOPOMKU, NPeOUOMUKU, 2AAAKMO0AU0CAXapudbl, GPYKmMooau2ocaxapuobl, HapyjicHas me-
panusi amonu4eckoeo depmamuma.

Most cases of atopic dermatitis are caused by allergy to cow’s milk proteins in babies in their first year of life. Dietotherapy with
highly hydrolyzed formulas is the basis for timely and adequate medical care to these children. The objective of the open-label multi-
center prospective postregistration trial was to evaluate the efficacy of a formula based on the in-depth hydrolysis of whey proteins

© Konnektune aBTopos, 2014
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Makaposa Csetana [eHHagbeBHa — [.M.H., B.H.C. OTIEJICHUS ITUTaHUS 3710-

AbeneBny Maiis MuxaitloBHa — K.M.H., JOL. Kad. dhaKyJIbTeTCKOi 1 MO~
KJIMHUYECKO# meanarpun Huxkeroponckoii rocynapCTBeHHONW MeAULIMHCKOIM
aKageMuu

603950 Huxamit HoBropog, 1. Munuza u IToxapckoro, a. 10/1

WBanbkoBa TaTbsiHa [eoprueBHa — ayuieprojor-uMMyHOJIOT KOHCYJIBTATUBHO-
MOJMKJIMHUYECKOTO OTaeeHUsT BpsiHCKOI 00J1aCTHOM A€TCKOI OOTbHUILIBI
241033 Bpsiaek, nip. Cr. Ilumutposa, 1. 100

banakupesa Enena AnekcanmpoBHa — II.M.H., acc. Kad. TIPOIMEAeBTUKYN IEeT-
CKMX Oosie3Heil u nenuatpun BopoHEeXCKOii rocy1apcTBEHHON MEIULIMHCKOI
aKaIeMun

394005 Bopouex, yi. Ctynenueckas, 1. 10

TatbsiHa AnekceeBHa TepHHMeBcKasi — ajuleprojor-uMmmmyHosior Kamyxckoi
006J1acT, aJUIeProJor-uMMMYHOJIOT JIeTCKO# ropojicKOii 6OJIbHULIBI

248002 Kanyra, yn. CanteikoBa-Illenpuna, a. 11
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with the prebiotics GOS/IcFOS 0,8 g/100 ml for infants within their first year of life who received artificial nutrition and suffered from
topical dermatitis presumably associated with allergy to cow’s milk proteins. The trial enrolled 51 babies aged 193,64 (SD 73,95)
days with mild and moderate atopic dermatitis (SCORAD<40). Results. During a 4-week dietotherapy cycle, there was abolishment
of the skin symptoms of atopic dermatitis (SCORAD 26,66 (SD 9,19) and 6,63 (SD 4,36)) at the beginning and end of the trial
and a reduction in the needs for topical glucocorticosteroids, zinc-containing topical agents and antihistamines (p<0,01). The indi-
vidual visual analogue scale efficiency of the dietotherapy was 8,53 (SD 1,51) and 8,72 (SD 1,20) scores as assessed by the parents
and physicians, respectively. During the dietotherapy, the physiological rate of defecations was 1,88 (SD 0,94) times/day, the char-
acteristics of stool significantly improved. The average daily formula intake was 786,13 (SD 169,21) ml. Weight-for-height in all
the infants was in the normal range. Conclusion. The test formula is well tolerated and effective in more than 90% of the infants
with atopic dermatitis presumably associated with allergy to cow’s milk proteins and ensures a child’s growth and development.

Key words: babies in the first year of life, atopic dermatitis, food allergy, SCORAD, dietotherapy, highly hydrolyzed formula based
on whey proteins, prebiotics, galactooligosaccharides, fructooligosaccharides, topical therapy for atopic dermatitis.

OOIIETTPUHSATEIM TIOAXOIOM K TUETOTepanuy AeTeit
paHHero Bo3pacTa ¢ ajuleprueil K 0ejKy KOpOBbEero Mo-
JIOKa SIBJISICTCST Ha3HaYeHUe 0e3MOJIOUYHOM JMETHI C UC-
TOJTb30BAHMEM «JICUEOHBIX» CMecell Ha OCHOBE BBICOKO-
THIPOIM30BAaHHOTO MOJIOUHOTO Gesika [ 1—6]. OCHOBHBIM
TpeOOBaHMEM K BBICOKOTHIPOJTU3HBIM CMECSIM SIBIISICT-
Cs CHIDKCHWE aHTUTEHHOM HAarpy3Ku, 4TO KIMHWYECKU
TIPOSIBJISICTCST  OTCYTCTBHEM aJUICPTMUECKUX PEaKIINiA,
o KpaiiHeit mepe, y 90% mnaimeHToB (C BepOSTHOCTHIO
95%, t.e. p<0,05).

B 2007 . mexxnyHapoaHasi pabouast Tpyrina aKcrnep-
TOB TIO NETCKOW auIepTOJIOTMH BBITYCTUIA PEKOMEH-
AW TS TIeINaTPOB M Bpadeil oOIell MpaKTUKU TI0
MUarHOCTHKE U JICYCHUIO aJlJICPTUU K OEJIKY KOPOBBETO
MOJIOKA Y IeTell paHHETro BO3pacTa ¢ pa3TuIHBIMU IO~
XOIaMU TIPU TPYITHOM M HMCKYCCTBEHHOM BCKapMJIMBa-
Hus [7]. st neteil ¢ npeanonoXuTeabHbIM IMarHO30M
aJjuiepruu K 6ejKy KOpOBbEero MOJIOKa, 32 UCKIJIIOUEHUEM
cydaeB aHa(UIAKTUYECKUX XKM3HEYTPOXKAIOIINX CO-
CTOSTHWMI, TIEPBBIM 3TallOM JTUATHOCTUKU CTAHOBHTCS
KIMHWYECKasl OIleHKa, cOOp aHamMHe3a aTONMUYeCKUX
3a00/ieBaHuil. B aTOM ciyyae kiauMHUYecKasi KapTUHA
paccMaTpuBaeTCsl KaK TPEATIONOXUTEIbHAS aJuIepryst
K OeJIKy KOpPOBbEro MOJIOKa JIerKOi/CpefHel cTerneHu
TSDKECTU W TIEPBBIM IIIaTOM CTAHOBUTCS Ha3HaYeHUE
SJIMMWHAIIMOHHOW aueThl. HaumHaoT co cMecu Ha oc-
HOBE TJTyOOKOTO THAPOJIN3a CBIBOPOTOYHBIX OCJIIKOB WITH
KasenHa (WM APYyroro MCTOYHMKa OeKa) UJIu CMECH Ha
OCHOBE aMUHOKMCJIOT.

Ha done nmarHocTHYeCKON MTMMUHAITMOHHOMN Mue-
THI BCE APYTHUE BUIBI MUTAHUS TOJDKHBI OBITH TpeKpale-
Hbl. BeposiTHOCTb HEa(HEKTUBHOCTU CMeceil Ha OCHOBE
rJTyOOKOTOo ruaposin3a 6eika coctapiser 10 10%, v B 3THX
CiTydJasix peKOMEHIyeTCsl HallpaBUTh peOcHKA K CIielna-
JICTaM JUTSl JaJTbHEUTIel MMarHOCTUKY. EcI cMMITTOMBI
HE YMeHbIIIaloTcs yepe3 2—4 Hell, pPEKOMEH1yeTcsl Ha3Ha-
YeHUE CMECH Ha OCHOBE aMUHOKMCJIOT.

MexnyHapoaHble UCCIeN0BaHUS MTOATBEPANINA HU3-
KYI0 aHTUTEHHOCTH, BBICOKYIO 3((HEKTUBHOCTH M XOPO-
myio nepeHocumocts cmecr Nutrilon® IMentu Asteprust
IUTSL JICYCHUS] CUMIITOMOB ITWIIIEBON aJJICPTMM Y IeTeil
nepBoro roga xu3Hu [8—10]. OgHaKO KIMHUYECKUX HC-
CJIeIOBaHUI MO U3YYEHUIO MepeHocuMocTh U 3ddek-

tuBHOCcTU Nutrilon® IMentu Anieprusi ¢ NpedMOTUKAMU
KOPOTKOLIEMIOYEYHBIMU TaJIAKTO- U JJIMHHOLEMOYEYHbI-
mu ppykroonurocaxapuaamu (scGOS/IcFOS) y nereii
TIePBOTO rofia XKU3HU C KOKHBIMM CUMIITOMaMU ITAIIEBOM
amnepruu B Poccuiickoii ®enepaiii He MPOBOIMIOCH,
YTO M SIBUJIOCH MPEAIOChUIKAMU K TTPOBEJCHUIO HACTOSI-
11ei paGoThI.

JN3AVTH UCCJIEJJOBAHUSA

Lesbto OTKPHITOTO MHOTOILIEHTPOBOTO ITPOCITEKTHB-
HOTO IMOCTPETUCTPAIIMOHHOTO UCCIeIOBaHUS SIBIISLTIACH
olleHKa 3(GEeKTUBHOCTH CMECH Ha OCHOBE INTyOOKOTO
TUIPOJIN3a CBIBOPOTOUYHBIX OEITKOB C IMPEOMOTUKAMU
scGOS/1cFOS 0,8 r/100 mn (NutrilonITentu Annep-
rus) yjaeTedl MepBOro rojma XW3HU C CUMIITOMaMu
aTOMMYECKOTO JIePMaTHUTa, IPEIITOJOXHUTEIBHO CBSI-
3aHHBIMU C aJlJIepTHeil K 0eIKy KOPOBbEro MOJIOKa Ha
doHe wmcKyccTBeHHOTO BCKapMiauBaHus. WMccnemno-
BaHWE TIPOBOIWJIOCH Ha 0a3e KIMHUYECCKUX IICHTPOB
B Mockse, bpsiHcke, Boponexe, Huxxnem Hosropone,
Kanyre.

B 3amaum mccirenoBaHus BXOIMIIA OllEHKA TIEPEHOCH -
MOCTU ¥ JUHAMMKHU KOXHBIX CUMIITOMOB Ha (hoHe TIpu-
eMa U3y4yaeMoOil CMECU Y JIETE C JIETKUM U CPEIHETSIXKE-
JIBIM aTOITMYECKUM JAePMATUTOM, HE IOTyJYaBIINX paHee
BBICOKOTHIPOJIM3HBIEC CMECH; OIIEHKA TapaMeTpoB (pu3u-
YecKoro pa3Butus pedeHka. Ocooblii MHTEpeC ISl Ucclie-
JloBatesieil MpeAcTaBisl cocTaB MUKPOGMIOpbl pedeHKa
Ha (hoHe TUeTOTepauy MUIIIEBOI aJUTePTUH.

B uccnenoBanue BkiIoueH 51 pedGEHOK C JIETKUM
U CPEIHETSTKENIBIM aTOITMIECKUM JIePMATUTOM, TIPEIIIo-
JIOKUTEITBHO CBSI3aHHBIM C aJJIEpPrheil K 0eIKy KOPOBBETO
MOJIOKA.

Kputepuu BKloYeHUS B UCCiegoBaHue:

1. [let 060uX MOJIOB B Bo3pacte oT 2 10 11 Mec XKu3HMU.

2. MlckyccTBEHHOE BCKapMiIMBaHUE 0a30BbIMU (He-
TUIPOTM30BAaHHBIMU) CMECSIMU.

3. Jlerkue W CpPETHETSIKENbIE CUMIITOMBI (MHICKC
SCORAD<4(0 6an10B) aTONMMYECKOTO AepMaTHTa,
TIPEIITOIOKUTEIBHO CBS3aHHBIC C TUIICBOW aj-
Jiepruei.
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4. TlpenocraBiieHre TMCbMEHHOTO WH(MOOPMHUPOBAH-
HOTO COTJIACHSI CO CTOPOHBI POAUTENEH (3aKOHHBIX
MpejcTaBUTe/Ieit) Ha yyacTre pedeHKa B UCCIeN0-
BaHWMU.

5. Hanuuue nonuca OMC Ha nms pebeHka.

KpI/ITepI/I'iIMVI UCKNIOYEeHUA aBNAJINCb.

1. Hannyue HETUNMUYHBIX /151 aTOMUYECKOTo IepMa-
THTa KOXHBIX TTPOSTBIICHUIA.

2. Hanuuue TsKeaoro aronuyeckoro AepMarura
(SCORAD >40 6aju1oB).

3. Hanuuue TsKeabix coMaTUueCcKUX 3a00J1eBaHUIA.

4. OTCcyTCTBME KOMILJIAEHTHOCTU CO CTOPOHBI POJM-
TeJEeN.

5. Mcnonb3oBaHue B aHaMHE3€ BbICOKOTMIPOJIM3-
HBIX CMECE.

6. IIpuMeHeHNE TIEPOPATBHBIX TIIFOKOKOPTUKOCTE-

pOUJIOB.

7. IlpumeHeHre MPOOUOTUYECKUX MPErnapaToB Wiu

OakTepuodaros.

8. Tlomo3peHue Ha MEPBUYHbBII UMMYHOAEMULIUT.

[TponoskuTeNbHOCTh — MCCJIENOBAHUSI  COCTaBUJIA
28,91 (SD 5,31) nusi. OObeKTUBHASI OLIEHKA TSIKECTHU
aTOMUYECKOro JepMaTuUTa IMPOBOAMIACH Ha YdyacTKe
KOXM C MakKCUMaJIbHO BBbIPAXEHHBIMU W3MEHEHUSIMU
npu nomoiuu uHgekca SCORAD B Hauane uccienoBa-
HUs (MEepBbIA BU3UT), yepes3 2 HeJl (BHETJIAHOBbIN BUBUT
npu HedPHEKTUBHOCTU NUETOTEPANIMU) U B KOHILIE MC-
ciienoBaHMs (BTOpoii BU3UT). Jluerotepanusi cunraiach
addekruBHoOl, eciu Ha poHe nmpumeHeHus: Nutrilon®
Ilentu Anneprusi CHUXXEHUE MHTEHCUBHOCTU KOXHBIX
CUMNTOMOB, olleHuBaeMmbIx 1o nHaekcy SCORAD, co-
craBisina 6oee 30%. CoOTBETCTBEHHO, TUETOTEPAIIHsI
HeadeKTrBHA, eciu TMHAMUKA UHIEKCA TSKECTU aTo-
nuyeckoro aepmarura Ha pone Nutrilon® IMentu Au-
neprus 6uuta MeHee 30%.

Ha nepBoM Bu3uTe [eTsIM Ha3zHayajlachb CMeCh
Nutrilon® Ientu Auteprust Ha 4 Hen. Yepes 2 Hen Bpau
3BOHUJI poauTeIsIM nauuenTta. Eciiu, co cioB poauTeneit,
OoTMeuasach MOJOXUTEIbHAs IUHAMUKA, PEOCHOK Mpo-
JoJiKas mpueM cMecu 110 4 Hea. Eciu, co ciioB poauTeneit,
NUHAMUKUA He ObLIO, COCTOSIHME PeOEeHKa OLEHUBAIOCH
Ha BHETUIAaHOBOM BM3UTe. BTOpoii BU3UT mpoBoauIICS Ye-
pe3 4 Hen mpuema npoaykra. et ¢ moJoXUTeTbHON -
HAMUKOI KOXHOrO rpouecca Ha ¢oHe BCKapMIMBaHUS
Nutrilon® IMentu Amteprus (camkenre SCORAD >30%
OT TIEPBOHAYAJIbHBIX 3HAUEHUI1) 3aKAaHUMBAIU UCCIENO0-
BaHUE C peKOMEHJAlMeN MPOJOJIKUTh MPUEM BbICOKOTU-
TPOJTM3HBIX CMecell B TeUeHUE 6 MEC MU IO TOCTIKCHUS
pebGeHKoM 1 roga Xu3HU.

JleTsiM ¢ He0CTaTOYHONM AMHAMUKONM KOXHOTO MpO-
mecca (cHmkeHne SCORAD <30% oT repBOHaYaIbHBIX
3HAUYEHUI1) TPOBOAWIM IOTOJIHUTEIbHOE 00C/IeJ0OBAHUE
1 HazHaYaJIi aMUHOKUCJIOTHYIO CMECh.

Bo BpeMmsi BU3UTOB BpauoM MPOBOAWIOCH U3MEPEHUE
MaccopoCTOBbIX NoKa3zaTeseit. DPheKTUBHOCTb AUETOTE-

panuu onpeessiach poauteasiMu 1o 10-0ayiibHOM 1IKa-
Je (0 — orcyrcrBue apdekra; 10 — omnuHbIi a3pdekT)
1 pa3 B Hele/Mo M BpauyoM Ha BTOPOM Bu3uTe. B TeueHue
BCEro MCCJIeOBAHUS POIUTEU 3AMOTHSIA JHEBHUK M-
TaHMsl peOeHKa, rae GUKCUPOBAICS eXEeIHEBHbIN 00beM
CBEIEHHON CMecCH, a TakKe alleTUT pedeHKa, yacTora
U XapaKTEePUCTUKU CTYJIa.

XapakTepucTuka uccnenyemoi cmecu

Nutrilon® Ientu Amteprusi ¢ npedbuotukamu scGOS/
IcFOS npousBoautcst komnanueit « Hyrpuuusi» B cooTBeT-
ctBum ¢ aupextuoit FSMP 1999/21EC Espocoro3a B ot-
HOIIICHUY JICUeOHOTO ITUTAHWS ¥ OTBEYAeT PEKOMEHIAITUSIM
ESPGHAN/ ESPACI u AAP no neueHuto aereit, ctpana-
JOLIMX ajIeprueil K 0eKy KOpoBbero mMosioka. Nutrilon®
[Mentr Ayuteprust TPUMEHSIETCST y JIETeH C POKIEHUS.

Benkosbiii kommnoneHT B Nutrilon® Ilentu Asieprust
MPENCTaBlIeH TTyOOKOTHIPOIM30BAaHHBIM CHIBOPOTOY-
HBIM OEJIKOM, ITPY 3TOM Ha JTOJTI0 CBOOOTHBIX aMUHOKHC-
Jot ipuxonutcst 15—20%, a Ha DOJTI0 KOPOTKOIIETTOYed -
HBIX TlenTuaoB — 80—85%.

Nutrilon® Ilernrru Ajteprusi COOEPXKUT TIPUOIN3M-
TenbHO Ha 50—60% MeHbIe JIAKTO3bI 10 CPaBHEHUIO
C OOBIYHBIMH CMECSIMM; KOMIUIEKC WMMYHOAKTHUBHBIX
npedrornkoB scGOS/IcFOS 0,8 r/100 mu, pazpadboraH-
HBII IS BOCCO3MaHUsI HEKOTOPBIX TTPUPOIHBIX 3hdheK-
TOB MaTepuHckoro mosioka. CocraB cmecu Nutrilon®
IMenTu Anneprus npyBeneH B TaOIULIE.

dTUveckme acnekTbl

WUccnenoBanue om00peHO 3TUYECKUM KOMUTETOM
HayuHo-ucciienoBaTeIbcKOro KIMHUYECKOTO MHCTUTYTA
neauatpuu. CrieliMalbHO U YKA3aHHOTO UCCIICTOBAHUS
ObLTa co3maHa hopMa MHOOPMUPOBAHHOTO COTIIACHS.

CraTtuctuyeckas o6paboTka AaHHbIX

PesynbraTel MccieqOBaHUS TPEICTABICHBI B CO-
OTBETCTBMU C TIpaBUJIAMM OMNUCATEIbHON CTaTUCTH-
KA. YPOBHU 3HAYMMOCTHU M JTOBEPUTEJbHbIE WHTEpPBA-
JIBl pacCuMTaHbl KaK JIBYCTOPOHHHWE C KPUTHUYECKUM
ypoBHeM 3Hauumoctu 0,05 wau 0,01. JIns BoIsiBIeHUS
CTaTUCTMYECKMX B3aMMOCBSI3E MCIOJIB30BaH KOppe-
JISUMOHHBINA aHanu3 (mapaMeTpUYeCKUi MM HeTa-
paMeTPUYECKUL B 3aBUCHMOCTH OT pacIpeneIeHUs
uccyienyeMoro mnpusHaka). Bce 3HaueHus mpu3Haka
MpEeJCTaBJICHBl KaK CpeaHee W ero CTaHIapTHOE OT-
kJoHeHue — SD unu meauaHa, 25-i 1 75- HEHTUIN.
CTaTUCTUYCCKUIA aHAN3 IIPOBEIICH C MCITOTb30BaHUEM
nporpammsl Statistica 10.0.

PE3VJIBTATbBI

B uccnenosanue BkioueH 51 pebeHoK — 29 Malbuyu-
KOB U 22 neBouku B Bo3pacte 143,41 (SD 77,56) n 145,64
(SD 70,69) gHst XU3HU COOTBETCTBEHHO (p>0,05).

HccnenoBanue 3akoHuwin 46 mereit. HeadbdekTus-

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEAUATPUN, 4, 2014

93




Tabauya. Cocras Nutrilon® Ierrmn Anteprus

B MOMOLLIb TPAKTUYECKOMY BPAYY

ITokazaresnn Enununa KomuuectBo INoka3zarenn Enununa Konuuectso
U3MEPECHUA U3SMEPECHUA
Benok r 1,6 Menp (Cu) MKT 40
Ka3eWH,/ChIBOPOTOYHBIA % TIIyOOKUIA Maprasnen (Mn) MKT 7,5
0es10K TUD. CHIB. Ceren (Se) MKT 1.5
Oesika
Kup . 3.5 Monu6aex (Mo) MKT 4,8
pPaCTUTENbHBII r 3,5 )U(p oMi(C1) MKT 2.9
JIMHOJIEBAsI KUCIOTa MT 458 Hon (I) MKE 12
ButamuHbl
O-JIMHOJIEHOBAsI KUCJIOTa Mr 84
Apaxu0HOBasl KUCJIOTA MI 6,7 Burammn A MKT-RE 53
DliKo3areHTaeHOBast Mr 1,4000 Buramu D, MKT 1,3
KHCIIOTa Buramun E mr-TE 1,0
Jloko3arekcaeHoOBast MT 6,7 Buramnn K| MKT 4,7
Kuciora Butamun B MKT 50
A% 7,1
HICBOABE ! 2 Butamus B, MKT 100
I'moko3za r 0,3000
Huanun MT 0,43
Majibro3a r 0,3000
[TaHTOTEHOBAsI KUCIOTA MT 0,33
MO CaXapUIbl r 3,6 (B,)
MaJIbTOTp1o3a r Buramun B MKT 40
JIaKTO3a r 2,9 ®onueBas KuciIoTa MKT 9
Ipeduornku r 0,8 Buramun B, MKT 0,18
MuHepasbHbIE BEILECTBA r 0,3 Buotun MKT 2,2
Harpwuii (Na) Mr 20 Buramun C MT 9,2
Kaymii (K) e 75 HHosur MI 3,3
Xnopunsl (Cl) MI 41 XoNuH T 10,0
Kanpuuii (Ca) MT 47 KapHuTHH v 1
Dochop (P) MT 26 Taypun o 52
Marhwuii (Mg) Lo 3,1 HyKJIeoTH b MT 3,2
Ca/P 1.8 DHepreTuyeckast KKau (KJIx) 66 (275)
Keneszo (Fe) MI 0,53 LIEHHOCTb
LuHK (Zn) ML 0,5 OCMOJISITBHOCTh MOCM/KT 280

HOCTh IUeToTepanuu otMedeHa y 3 (5,88%) maieHToB,
y OIHOTO TMAalMEeHTa B MEPEXOJHOM MepUoJe Pa3BUINCh
KOJIMKHU, YTO TMOOYIWJIO POAWTENIE OTKa3aTbCd OT yda-
CTUSI B UCCJIENIOBAaHUM, OOWH PEOEHOK BBIOBLT U3 HCCIIE-
JIOBAHMSI B CBSI3U C HECOOTBETCTBUEM KPUTEPUSIM BKJIIO-
yeHus (puc. 1).

KnuHuko-aHamHecTUyeckue nokasaTenu Ao Havyana
uccnepgoBaHna

Bce nmetw, BKITIOYEHHBIE B WCCIIEIOBAaHME, WMETU
HOPMaJIbHbIC MacCOpPOCTOBBIC ITOKa3aTeu TIPU POXKIe-
Huu: macca tena — 3380,78 (SD 471,90) r, mmHa 51,62
(SD 2,46) cm.

[TpomomKUTeTPHOCTh TPYIHOTO BCKAPMIIMBAHUST CO-
craBuia 2,20 (SD 2,03) mec, ipu 3ToM TosIbKO 9 (17,65%)
JeTeil mojayvyaid MOJIOKO Marepu Oosnee 4 Mmec. Yxe

Ha ¢bOHEe TpyAHOIro BCKapMJMBaHUsI B Bo3pacte 2,21
(SD 1,36) Mec y TTOmaBISIONIETO YKMCIIa IeTeil OTMevancs
nebroT aronuyeckoro nepMmaruta (puc. 2). [1pu aTom no-
CTOBEPHBIX PA3JIUYMI 110 BpeMEHU 1e010Ta aTONMUYECKOTrOo
JepMaTUTa y IeTel, MOoaydaBIInX IPyIHOE MOJIOKO OoJiee
4 Mec, a TakKe KOppeJsuMU MEXAY MPOAOKUTETbHO-
CTBIO TPYIHOTO BCKAaPMJIMBAHUS W HAYAJIOM aTOITMYECKO-
ro IepMaTUTa He BBISIBIICHO.

B kauectBe Tepanuu 10 Hauaaa ucciaegoBaHUs Haubo-
Jiee YacTo JAETH MOJyJaid aHTUTMCTAMUHHBIE TTpeTrapaThl
(54,9%), Tonnyeckue TITIOKOKOpTUKOCTepouanl 11 kimac-
ca (43,1%), uumHKcoaep:Kallue TOIMMYECKHE CpeacTBa
(25,5%). AByMm (3,9%) neTsim aJist KyrupoOBaHUsT KOXKHBIX
CUMIITOMOB aTOIMMYECKOTo JepMaThTa Ha3Hayajcs KO-
POTKMI KypC MapeHTePabHBIX CUCTEMHBIX TTIOKOKOPTH -
KOCTEpPOUJIOB.
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[leTn, BKNOYEHHHbIE B UccnegosaHme, n=51

Bblbbln, N=5 OcHoBHas rpynna, n=46

|| HeaddeKTMBHOCTb 5,88%
anetotepanuu, n=3
— SCORAD >40, n=1 1,96%
OTKas pogutenen
L— (KO/IMKK B NepexogHOM 1,96%
nepuoge), n=1

Puc. 1. Auanus npuunn BLIOLIBAHKSA NAUMEHTOB U3 HCCIEI0BA-
HHUS.

p,VIeTOTepaI'II/I'iI: nepeHoCMMoCTb

CormracHO MEXIYHapOIHBIM PEKOMEHIALMSM M IIPO-
TOKOJIy MCCJIEIOBaHMsI, BCEM MAETSM C TPEArojiaraeMoi
ajuleprueii K 6ejKy KOpPOBBEro MOJIOKa OblLla HazHayeHa
JIMETOTEPAITsSI B KAuyecTBE 0a30BOr0 IATOreHETHUYECKOTO
neyeHust. [lepexoaHblii epros OT paHee MoJIydyaeMoro 3a-

Hucno perein

0 mec
12 3 4 &5 6 7 8 9 10 N 12 13 B

[ mebior AT

Puc. 2. TIpono/xuteabHOCTb IPYAHOT0 BCKAPMINBAHMS U CPO-
KH 1€010Ta ATONUYECKOrO IEPMATUTA Y JI€Tell, BOLIEIIUX B MC-
cJieJIoBaHue.

I'B — rpynnoe BckapmiuBanue, 2,20 (SD 2,03) mec;

AT1]l — aTornmueckuii gepmatut, 2,21 (SD 1,36) mec.
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Puc. 3. Xapakrep annerura aeteii B nepexoaHoM U OCHOBHOM
NepHoaxX AueToTepanuu (110 JAHHbIM IHEBHHKOB HAO.MOIeH S,
3aN0JIHAEMBIX POIUTEISAMH).

MEHUTEJIST TPYTHOTO MOJIOKA JIO TIOJTHOM 3aMEHBI pallMoHa
uccienyeMoit cMechbio coctaBui 4,10 (SD 1,62) mHs. Yke
Ha (hOoHe MOCTENEHHOTO BBeACHMs cMecu y 72% neteit po-
IUTESTA OTMEYaT XOPOIIWI aIllleTUT, a B OCHOBHOM ITe-
puon auetotepanu 91% nereit OXOTHO €T UCCIIeTyeMYIO
cMech (puc. 3). O0beM mojyyaeMoll cMecu B Tepexoll-
HOM M OCHOBHOM Iepuoaax coctaBui 369,55 (SD 335,18)
1 786,13 (SD 169,21) Ma coorBeTcTBeHHO. Ha (hoHe mipue-
Ma U3y4aeMoi CMeCH y BCeX AETe OCHOBHOW IPYITITBI OTME-
4aJIoCh YBEJIMYCHUE MACChI U JUTMHBI Tesia (puc. 4), COOTBET-
CTBYIOIIIME HOPMATUBHBIM TTOKA3aTEJISIM Y 3IOPOBBIX JIETCH.

AvetoTtepanus: apheKTUBHOCTb

OdGhEeKTUBHOCTh AUETOTEPANIMM B OTHOILIEHUU KOX-
HBIX CHUMIITOMOB aTOMMYECKOro JAepMaTUTa OlLeHHUBAIaCh
Ha ocHoBaHMM AuHamMuky nHaekca SCORAD >30% u no-
TpeOHOCTU B HapyxHoii Tepanuu. [TokazaHo, yto Ha poHe
4-HeleIbHOTO Kypca AMEeTOTEePariiy BHICOKOTUIPOIU3HOM
CMEChI0O Ha OCHOBE CBHIBOPOTOYHBIX OEJIKOB C IMpeduo-
tukamMu scGOS/IcFOS ormeuanock KynupoBaHUE KOXK-
HBIX CUMIITOMOB aTOIMMUYECKOro IepMaThTa — WHIEKC
SCORAD noctoBepHO cHU3MIICS ¢ 26,66 (SD9,19) 10 6,63
(SD 4,36) 6anna (puc. 5). B Hauaye ucciaenoBaHust MHIEKC
SCORAD mnpesbiian 30 6amioB y 21 (41,18%) pebeHka,
M0 OKOHYaHUU WCCIEAOBaHUS — HU Y OMHOTO pebeHKa.
3aBUCHMOCTH MEXIy BO3pacToM JeOroTa aTOIMMYECKO-
ro nepmarura v Tspkectblo mHaekca SCORAD, aTakke
MEXIy TPOIOKUTEIBHOCTBIO TPYIHOTO BCKAPMIIMBAHUS
un unnekcom SCORAD He BBISIBJICHO.

OnHuM u3 nokaszareieid 3(G(PEKTUBHOCTU SIBJISIIACDH
OlLIeHKa TOTPEeOHOCTH B MeIMKaMeHTO3HOI Tepanuu. Ot-
MEYeHO, UTO Ha (DOHE TMETOTePAITMU JOCTOBEPHO CHU3M -
JlJach MOTPEOHOCTh B HAPYXKHOM Tepanuu TOIMMYECKUMU
[IIOKOKOPTUKOCTeponaaMu — Gostee ueM Ha 80%, LIMHK-
colepXKalMMU TOMMMYECKUMU CpeiacTBaMu — Ha 92%;
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¢ npednotukamu scGOS/IcFOS.

a — JI0 ¥ MoCJIe IMeTOTepanuu; 6 — MHAMBUIAYaIbHasl TMHAMUKA Ha (JOHE TUeTOTeparnuu.

CHCTeMHBIC aHTUTUCTAMWHHBIC TTperapaThl, KaK W CHC-
TEMHBIC CTEPOUIBI, TT0 OKOHYAHWH UCCIICIOBaHUS HE TT0-
TpeOOBaIMCh HU OJHOMY U3 IeTeit (puc. 6). B KoHIe nc-
CJIeZIOBaHMS TIOJaBJIsTIoNIee OOMBITUHCTBO (76%) meteit
B Ka4eCTBE Hapy>KHOU TepaIrtiy IOTyJaau JIUIIb YBIaX-
HSIIOIINE CPEACTBA JICUeOHOM KOCMETUKH.

Cy6bekTuBHas oueHka appeKTUMBHOCTU

Cy0ObekTuBHas oueHka sddexktuBHoct Nutrilon®
Ilentu Asuteprusi MpoBOAWJIACH MO AHAJIOTOBOM IlIKaJe
ot 0 1o 10 GayyIoB KaK poOIUTEISIMU — €KEHEICIbHO B Te-
YeHHE BCETOo MpUeMa CMECH, TaK ¥ BpayaMi — Ha BTOPOM
Busute. Yepes 4 Hem MPUMEHEHUsT CPETHSST OICHKA 3¢-
dekTuBHOCTH coctaBuia 8,53 (SD 1,51 6anna) co cTopo-
Hbl ponuteneit u 8,72 (SD 1,20 6au1a) co CTOPOHBI Bpayeid.

YacTtoTa 1 xapaktepucTuku cTyna

B cocraB uccienyemMoii BBICOKOTUIPOJIU3HOM cMec
BXOJUT MPEOUOTUICCKUI KOMITIEKC TalakKTo- M DPyK-
toosiurocaxapuaoB scGOS/IcFOS; panee B uccieno-
BaHUSIX ObLIM J0Ka3aHbl UX 3(GGEKThl B OTHOLICHUU
YacTOTHI M XapakKTepa CTyja, OubHuIoreHHOe U UMMY-
HoMoAyupylouiee aAeiicTBUe y 310poBbIX neteid [11—
13]. Ha ¢oHe nuetorepanuu y aeteit OCHOBHOM Tpym-
Mbl OTMeYaiach (puanosornyeckas yactora aedexamuii
— 1,88 (8D 0,94) paza B cytku. [1lo mepe yBennueHust
00beMa BBOAMMOI cMeCH MPOUCXOIUJIO JTOCTOBEPHOE
VIIy4IIeHWEe XapaKTepucTuk ctyia. Tak, y 88% mereit
cTyJl OblT ODOPMIIEHHBIN MSTKUI WJIM Kalluleoopas-
Hbll (puc. 7).
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Puc. 6. TlorpedHOCTb B MEIMKAMEHTO3HOI Tepanuu B Hayaje
U KOHIIE MCC/IeJOBAHMS.

TI'KC — ronuueckue riokokoptukoctepouasl; 'KC — riioko-
KOPTUKOCTEPOUIbI.

OBCYXKIEHUE

Hacrosiiiee uccienoBanue — yactb paboThl, MPOBO-
numoii Coro30M JETCKUX ajlJIeprojioroB, HampaBieHHOR
Ha BHEIpEHUE B LIMPOKYIO MEeAUaTPUYECKYI0 MPAKTUKY
B Poccuu afgekBaTHOro M COBPEMEHHOIO JIEYEHUs IMU-
1IEBOM aJUIepruu pa3MYHON CTENEeHU TSKECTH Yy JeTei
[14—17]. K coxaneHuto, B Hallleii cTpaHe, HECMOTPS
Ha HaJlnuue PYKOBOJACTB IO JICUEHMIO NIeTell C Tulle-
Boii ayieprueii [4, 5] u atonuueckum nepmatutom [18],
JIO CUX TOP MUCIOJIb3YIOT METO/bl JEUEHUS] U PEKOMEH-
JalliM, OCHOBAaHHbIE HE Ha J0Ka3aTeJbHON MeIUlMHE,
a JIMIIb Ha Y3KOM SMIIMPUYECKOM OIbITE OTIEIbHBIX
uccaenosaresneil u yupexnenuit. K takum meronam Jie-
YEHUSI MOXKHO OTHECTU HMCIOJb30BaHUE KO3bETO MOJIO-
Ka U CMeceil Ha ero OCHOBE, M30JIMPOBAHHOE JIeYeHUE
«1McOakTepro3a» U «hepMEHTATUBHONW HEIOCTATOYHO-
CTW» TIPU TMUILEBON ajulepruu U npouee. B HegaBHO omy-
OJIMKOBAaHHBIX paboTax MPOBEIEH KPUTUUYECKUI pa3dop
HeKOTOpbIX M3 HuX [14, 18]. Pe3dynbrarhl HacTOsIIEroO
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Puc. 7. XapakrepucTuka cTyaa y mereii 0CHOBHOI Irpynmbl Ha
(oHe nepexoaHOro Nepuoaa 1 Bo BpeMs AMeToTePaNuH.

B MOMOLLIb TPAKTUYECKOMY BPAYY

WCCIIEIOBaHUST TaKKe OMPOBEPTalOT HEKOTOphIe HE00O-
CHOBaHHBIE CY>KIEHUS O TUETOTEPAITMY JeTEl C ITUIIEBOM
ajyieprueit  (Harmpumep, HEoOXOTUMOCTb IPUMEHEHMUS
TOJIBKO 0€371aKTO3HBIX BEICKOTUIPOIU3HBIX CMECe, TUT0-
Xyl0 TIEPEeHOCHMOCTh M OTKa3 OT BBICOKOTHIPOTM3HBIX
cMmeceid, HelmocTaTouHylo 3¢h@EKTUBHOCTh ChIBOPOTOY-
HBIX TUJIPOJIU3ATOB).

B TmpoBemeHHOM WCCIeIOBaHWM  TIOATBEPIUIIOCH,
YTO paHHMI JIeOI0T aTOMMYECKOro NepMaTUTa BO3HUKA-
eT Ha (hoHE HEJOCTATOYHO MPOMXOKUTEILHOTO TPYITHO-
TO BCKapMJIMBaHUsI W TOTPEOJICHUST CMeceil Ha OCHOBE
LIEJTBHOTO OejTka KOPOBbETO MOJIOKA YXKe B IMepBbIe 2 MeC
xu3Hu. [To kpaliHeil Mepe y MoJIOBUHBI eTel 1Jisl Tepa-
MY KOXHBIX CUMITTOMOB TIPU TTHIIEBON aJIepTruu HC-
TTOJT30BAJTUCh AaHTUTHCTAMUHHBIC TTpeTIapaThl, HECMOTPSI
Ha TO YTO JOCTOBEPHBIC MCCIIeAOBaHUS 3(DMEKTUBHOCTI
AHTUTMCTAMUHHBIX CPEICTB BTOPOTO ITOKOJICHUS B JieUe-
HUM OOJIBHBIX aTOMMYECKUM JEPMATHTOM OTCYTCTBYIOT
[18]. Takke OTMEUEHO IIMPOKOE MPUMEHEHUE LIMHKCO-
nepKallux rperaparoB «out of label», KoTopbie peKoMeH-
IYIOTCSI TIPOM3BOAUTEIISIMU ACTSIM CTapiie 1 rozaa.

H3syyaemast cmech Nutrilon® TMentu Ajuteprust goka-
3aj1a CBOIO 3(P(MEKTUBHOCTh B KauecTBe TEPBOil JIMHUU
nmuetoteparui 'y >90% meTeii ¢ BIEpBBIE BBISIBICHHBIM
ATONMYECKUM JePMATUTOM, TIPEAITOIIOXKUTETHPHO CBSI3aH-
HBIM C aJUieprueil K 6eJKy KOPOBBETO MOJIOKA, YTO COOT-
BETCTBYET KpUTEpHIO 3 (HEKTUBHOCTH JICYeOHOIM CMECH Ha
OCHOBE THIpoOIH3a 6esika. OTCYTCTBUE KOPPEISIITUT MEKITY
TTPOIOJIKUTEIEHOCTBIO TEYCHMSI 3200JIEBAaHUST M TSDKECTHIO
KOKHOTO TIpoIiecca MOXKET OOBSICHATHCS CBOCBPEMEHHO-
CTBIO TMETOJIOTMIECKOTO BMeIIaTeIbcTBa. CHIDKEHUE T10-
TPeOHOCTH B HAPYKHOUN M CUCTEMHOM Tepary yKa3blBaeT
Ha HEOOXOIMMOCTb ITONTBEPXKICHUS TaHHBIX O (hapmako-
SKOHOMUYECKOH 11eJIeCO00Pa3HOCTH JUETOTEPAITMH BbI-
COKOTHIPOJIU3HBIMU CMeCSIMU. 10 HACTOSIIIIETO BpeMEHU
Takux pabot B Poccun He MpoBOAMIIOCK.

[MokazaHo, 4YTO wW3ydaeMmasi BBICOKOTHUAPOJIM3HAS
CMeCh Ha OCHOBE OEJTKOB CBIBOPOTKY 00ECTICUNBACT aeK-
BaTHOE (hM3MYECKOE Pa3BUTHE PeOCHKA, KOTOPOE CTaHO-
BUTCSI BO3MOXHBIM OJlaromapsi JOCTaTOYHOMY OOBbeMY
MMATaHUSI ¥ XOPOIITMM BKYCOBBIM KauecTBaM. B 6osee paH-
Hux pabotax [19] 6pUI0 MOKa3aHO, YTO TIPU OJMHAKOBOM
3 dEeKTUBHOCTA B OTHOIIEHWH KYITUPOBAHUS CUMIITO-
MOB aTOIMYECKOTO JepMaThTa 3a CYCT MCITOJb30BaHUS
BBICOKOTHIPOJIU3HBIX CMeceil Ha OCHOBE OEJIKOB Ka3erHa
U CHIBOPOTKH OO0BEM TOTPEOISIEMON BBHICOKOTUIPOIIU3-
HOI Ka3eMHOBOW CMECH OBLT IOCTOBEPHO HITKE, YeM TIPU
WCITOJIb30BaHUU  BBICOKOTMIPOIM3HON CBIBOPOTOYHOM
CMECH, YTO OTPaXkaJoCch Ha TTOKA3aTeJIsIX JTMHBI TeJla pe-
OeHka. TakuM 00pa3oM, B KauecTBe MePBOM JUHUU Aue-
TOTEpAITy aTOMMMISCKOTO IePMaTUTA M aJUIEPTUU K OEITKY
KOPOBBETO MOJIOKA IPUMEHEHUE BBICOKOTHIPOTU3HBIX
CBIBOPOTOYHBIX CMECEIl MOXKET OBITH MPEATTOUTUTETbHE
BCJICICTBYE OoJIee OJIM3KOTO aMIUHOKHUCIIOTHOTO ITPOMIIIS
K TPYIHOMY MOJIOKY 1 JTYIITUX BKYCOBBIX XapaKTePUCTHUK,
HEXXeJN Y BBICOKOTUIPOTU3HBIX Ka3eMHOBBIX CMECEIA.
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3aknovyeHue

[poBeneHHoe ucciienoBaHMe MOKA3aJI0, YTO PaHHSIS
MUAaTHOCTUKA W CBOCBPEMEHHOE HYTPUTUBHOE BMEIIa-
TEJIbCTBO BBICOKOTHIPOJIM3HOM CMEChIO HAa OCHOBE CBIBO-
potouHbix 6eskoB ¢ mpednotukamu scGOS/IcFOS 0,8 r/n
TPU TIEPBBIX KOXHBIX CHMIITOMAaX ITUIIEBON aJUIepTin
MO3BOJISIET 00ECHeUUTh PEOEHKY (DU3MOIOTNIECKUIA POCT,
ajiekBaTHOE pa3BUTHUE U 3¢h(EeKTUBHOE pa3pelleHre Npo-
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HoBble BHIbI MOJIOYHBIX NPOIYKTOB MPOMBIILIEHHOTO NPOM3BOICTBA B MUTAHMH JETEi
B Bo3pacre ot 1 roaa 1o 3 aer

T.B. Abpamosa, O.B. leopeuesa
HUW nutanmna PAMH, Mockea
New commercial dairy products in the feeding of children aged 1 to 3 years

T.V. Abramova, O.V. Georgieva

Research Institute of Nutrition, Russian Academy of Medical Sciences, Moscow

Oco00e 3HaYeHNE MUTAHUE UMEET IS IeTeil pAHHEro BO3pacTa — /Il HUX XapaKTePHbI HCKIIOYMTEIbHO BHICOKHE TEMITbI PA3BUTHUS
B COYETAHMH C OTPAHNYEHHBIMHU 3aNACAMH NMUILEBbIX BEIECTB B opraHuzvMe. Ousnoiornyeckne 0COOEHHOCTH JIeTeil pAaHHEro Bo3pa-
CTa CBHAETEIbCTBYIOT O TOM, YTO 3TOT AKTUBHBIIi IIEPHOJI B JKU3HH PeOeHKA TPeOyeT aIeKBATHOrO OTHOIIEHHUS K MUTAHUIO, KOTOPOe
BO MHOTOM OTJIMYAETCS OT MUTAHUSA pedeHKa MepBOro roja Ku3Hu. B cratbe paccMaTpuBalOTCS BONPOCHI OPraHU3ANMM MATAHUS
neteii B Bo3pacte oT 1 roaa o 3 Jer ¢ UCMOJIb30BaHHEM NPOAYKTOB JAETCKOr0 MAUTAHMS MPOMBIIILIEHHOTO BBITYCKA — HOBBIX KOM-
OMHUPOBAHHBIX MPOAYKTOB — CTEPHJIM30BAHHBIX J€CEPTOB HA MOJIOYHOI U (PYKTOBO-MOJIOUHOI OCHOBE H MOJIOUHBIX KOKTeWiei
JIJISl TATAHKUS JeTeil PAHHEro Bo3pacra.

Karouesoie crosa: demu, MOAOKO, numaHue, npodylcmbl demckoeo numaHus NPOMbIUNEHHO20 8bINYCKA.

Nutrition is of particular importance in young children who are characterized by exceptionally high growth rates in conjunction with
scare resources of nutrients in their body. The physiological features of infants suggest that this active life period in the child requires
adequate attitude towards his nutrition that largely differs from that during the first year of life. The paper considers the issues of or-
ganizing the nutrition of children aged 1 to 3 years, by using commercial infant dairy products — new combined products — sterilized
milk- and fruit-milk-based desserts and milk cocktails for infant feeding.

Key words: children, milk, feeding, commercial infant food products.

QXKIbIA TIeproNd JIETCTBA XapaKTepU3YeTCs CBOWMU
COOCHHOCTSIMU POCTa M Pa3BUTHSI, CTENIEHBIO MOp-
osornyeckoit M GyHKIMOHATBHOMN 3pEIOCTU OTIEIbHBIX
OpPraHoB U CHUCTEM, Criel(pUKOI (PU3NOIOTUIECKUX U Me-
TaboIMYecKuX npoueccoB. PasBuTtue pedbeHKa rmocie oKOH-
YaHUsI MEPBOTO rofia JKM3HU XapaKTepU3YeTCs MOSIBICHUEM
HOBBIX HABBIKOB, JAJIbHENIIIM MHTEHCUBHBIM POCTOM, I1O-
CTOSTHHBIM COBEpIICHCTBOBaHUEM (DYHKIIMIT OPraHOB U CU-
cteMm. Y nereii B Bo3pacte OT 1 roaa 1o 3 JieT poaoJKatoTCst
MPOLIECCHl POCTAa M pa3BUTUSI OpraHu3ma, (hoOpMHpPOBaHUE
KOCTHO-MBIIIEYHOMU, SHAOKPUHHOW W HEPBHOW CHUCTEM.
IMocreneHHO COBEpILIEHCTBYETCS TUIIEBApPEHUE, TTOBbI-
maetcsi (pepMeHTaTUBHASI aKTUBHOCTh TTUIIEBAPUTEIBHBIX
cokoB. DopMUpyeTCsT KeBaTeIbHbIN armapaTt, COBEpIICH-
CTBYETCSI aKT >KeBaHMsL. Y JIETeil 3TOro Bo3pacra mpoorKa-
ercst (hopMUpPOBaHKME BKYCOBBIX OIlyllieHUi. Bmecre ¢ Tem
COXpaHSIETCSl HE3pesIOoCTh (DePMEHTATUBHBIX CUCTEM M TO-
BBILLIEHHAS] YyBCTBUTEJIBHOCTD CJM3UCTOMN XKeJTyI0OUYHO-KU-
IIEYHOI'O TPaKTa K IEWCTBUIO pa3apakarolIrX BEIIECTB, YTO
TpeOyeT obecrieueHusl 1aAsIero nuraHus. Takum oOpa-
30M, (PU3MONIOTNYECKNEe OCOOEHHOCTH JeTell paHHETO BO3-

© T.B. Abpamosa, O.B. l'eopruesa, 2014
Ros Vestn Perinatol Pediat 2014; 4:100-102

Anpec nas koppecnonaenuuu: A6pamoBa TaTbsiHa BnammmupoBHa — K.M.H.,
H.C. JabopaTopuu Bo3pacTHoi HyTpuimonaorun HUUM nutanust PAMH
Teopruesa Osibra BaleHTUHOBHA — K.T.H., C.H.C. TOH Xe J1abopaTopuu

109240 Mocksa, YcTbuHCKMIA TIp., 1. 2/14

pacta CBUAETEJILCTBYIOT O TOM, YTO 3TOT aKTUBHBIN TIEPUOT
B XXM3HU pebeHKa TpeOyeT afeKBAaTHOTO OTHOILEHHUS K €T
MUTaHUIO, KOTOPOE BO MHOTOM OTJIMYAETCS OT MUTAHUS pe-
OGeHKa MePBOro Tofa XXMU3HU U TTOCTETIEHHO MPUOJIKASTCS
K muTaHuio B3pociioro yenoeka [1—3]. CooTBETCTBEHHO
S5TUM M3MEHEHMSIM MEHSIIOTCS TTOTPEOHOCTH OpraHU3Ma
B pa3IMYHBIX TTUIIEBHIX BEIIECTBAX, Y peOeHKa IMTOCTETIEHHO
HAYMHAIOT CKJIAIBIBATLCS MUTIEBBIC TTPUBBIYKH.

Ipu opranu3anyy MUTaHWs AeTeil B Bo3pacTe oT | roga
10 3 JIeT CJIeMyeT YIUTHIBATh CIICAYIONINE YCIOBUS: TTIOJTHOS
YIOBJIETBOPEHUE (PUBNOIOTMIECKON TOTPEOHOCTH B 9HEP-
MU Y MHIIEBBIX BEIIECTBAX; ONTUMAIBHOE COOTHOIIIEHHE
6eJIKOB, JXMPOB U YIJIEBOIOB B pallMOHE JeTeil 3TOr0 BO3-
pacra (ta6ma. 1). B cyrouHblii paiimoH nuraHus peOeHKa
paHHEro BO3pacTa JOJIKHBI BXOIUThH BCE OCHOBHbBIE TPYII-
MBI TTUILEBBIX TTPOAYKTOB, 8 UMEHHO — MSICO M MSICOTIPO-
IIYKTBI, pbIOa ¥ pHIOOTTPOAYKTBI, MOJIOKO M MOJIOYHBIE ITPO-
IYKTHI, SIALA, TUIIEBbIE XKUPbI, OBOIIM U (DPYKTHI, XJIeO
U X71€000YJIOUHBIC U3IEINS, KPYIbl, MAaKapOHHBIC U3Me-
Jist 1 6000BEIe, caxap ¥ KOHIUTepCKue u3nenns. ToabKo
B 3TOM CJIlydyae MOXHO OOECIIEUMTb JeTeil BCEMU ITHIIE-
BBIMU BellleCTBaMK. HarpoTuB, MCKITIOUEHME U3 pallMOHa
TeX WM WHBIX TIPOAYKTOB WJIM, HAO0OOPOT, M3OLITOUHOE
norpebeHre KaKUX-JIM00 U3 HUX HEM30EXKHO MPUBOAUT
K HapyIIeHUSIM B COCTOSTHUU 3I0POBBSI.

B patone nereit paHHero Bo3pacra MOTryT ObITb UC-
MOJTb30BaHbI KaK OJI0/1a, TIPUTOTOBJIEHHBIE B JOMAITHUX
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Abpamosa T.B., Teopeuesa O.B. HoBble BUIBI MOJIOUHBIX TIPOIYKTOB MPOMBIILIEHHOTO MIPOU3BOACTBA B MUTAHUM J€Teii B Bo3pacte oT | rofa a0 3 et

Tabnuya 1. Hopmbl hu3mo10rmyecKoii IoTPeOHOCTH B SHEPrMH U NUIIEBbIX BemecTBax A1 AeTei ot 1 roxa 1o 3 aer (MeTommuec-
kue pekomenaamuu MP 2.3.1.2432-08 «Hopmbl hu3uoI0rHdecKux NoTpeGHOCTEl B S3HEPIUH ¥ MUIIEBbIX BEMIECTBAX IS PA3JINY-

HbIX rpynmn Hacenenust Poccuiickoii @enepamun» ot 18.12.2008 r.)

TTokazarenb (B CyTKM)

BospacrHas rpyrra aeteit

or | roma no 2 net oT 2 1eT 10 3 JIeT

DHeprusi, KKaj

benok, r
B ToM umcite XuBOTHEINA, %

Kup, r

TTH2XKK, % 1o xkax
-6, % 10 KKajI
-3, % 10 KKax
Yrnesonsl,

B tom umcre caxap, % 1o KKaj

1200 1400
36 Iy
70 70
40 47
5-10
4-9
0,8-1,0
174 203
<10

Tpumeuanue. [THXKK — monmHeHaChIIIEHHbIE XXUPHbBIE KUCIOTHI.

YCIIOBUSIX, TaK M TIPOAYKTHI W OJI0Ia TIPOMBIIICHHOTO
TTPOM3BOMICTBA, KOTOpPbIe B TIOCJICIHWE TOMNBI CICIMATb-
HO pazpabotaHbl s neteit 1—3 jer. CyrouHoe Konuue-
CTBO MNUIIM I 1eTeil B Bo3pacTe 10 1,5 jieT B cpeaHeM
noekHO cocTaBisaTh oT 1000 mo 1200 1, ot 1,5 1o 3 neT —
1200—1500 . [1peBbillieHrE ITUX OOBEMOB MOXET MPUBE-
CTM K CHIDKCHMIO alllieTUTa, YMEHBIIIEHUEe — K Hemoena-
Hu10. [TprMepHbIil CyTOuHbIN HAOOP MPOLYKTOB IS AeTel
B Bo3pacrte 1,5—3 roma mpuseseH B Tao. 2 [2].

BBeneHnue B palinoH nutaHus aeteit ot 1 rona 1o 3 aet
TTOJITHUKOB ¥ TIOBBIIIICHUE 3HEPTeTUICCKON IIEHHOCTH
PaIMOHOB MMUTAHMS TPEOYeT PacIIMPEeHUST aCCOPTUMEHTA
TTPOIYKTOB U OJTION, ¥ B YaCTHOCTH, BKITIOUCHMS B PAIliOH

Tabauya 2. TipumepHblii cpeaHecyTOUHbI HAGOD NPOLYKTOB
i nereii ot 1,5 no 3 aer (r, OpyrTo)

TTpuem nmumm KomnuectBo
X1e0 MIeHUYHbINA 75
X71e06 pxkaHoi 30
Kpyribel, 6000BbIe, MAaKapOHHBIC U3IETUST 35
Kaprodenn 210
OBoIIIM pa3HbIe 260
DpyKTHI CBEXME 150
DpyKTHI Cyxue 6
Caxap 45
Konaurepckue usnenus 15
Macio cnuBoyHoe 23
Macno pactutesnbHOe 10
Situa, mr 0,5
Moinoxo, kehup, M 450
TBopor 35
CwmeraHa 7
Msico, nTuia 100
Pri6a-cdue 33

cnankux omon. K mx 4uciy oTHOCSTCS AecepThl M KOK-
TN, KOTOPbIe OBLTM HEAaBHO pa3paboTaHbl U CO3MaHbBI
PSIIOM MPOU3BOIUTENEH MPOILYKTOB JIETCKOTO TTUTAHMS.
B Hacrostiee BpeMst TuTaHue AeTeil paHHETO BO3pacTa B
Poccuiickoit Menepanii BO MHOTUX CITydastxX SIBIISIETCST He-
anekBaTHBIM. B wactHocth, B 2006 . HUU nutanus 6bu10
TIPOBENCHO MYJIBTUIICHTPOBOE MCCIICNOBAHNE, B XO/IE KOTO-
poro O6bUIM M3y4eHbl OCOOEHHOCTH MMUTAHMS AETEN paHHETO
BO3pacTa B 6 aAIMUHHUCTPATUBHBIX OKpyrax PD [4, 5]. Pe3yb-
TaThl 3TUX WCCJICIOBAHMIA TIO3BOJIIIN BBISIBUTD OMpeeieH-
HBIe OTKJIOHEHUSI OT COBPEMEHHBIX HAyYHBIX TMPUHIIAIIOB
BCKapMJIMBaHUS IeTel paHHETo Bo3pacTta. M3ydeHne parm-
OHOB NIUTaHMS AeTeil 12—24 Mec 3KM3HM IToKa3aJio, 4To 0OoJiee
20% neteit 3TOTO BO3pacTa He MOTyJaroT eXKeTHEBHO MSICHBIC
WM PBIOHBIE MPOMYKTHI, (DPYKTHI M OBOIIM; CHELATN3H-
pOBaHHbBIE IETCKHE MOJIOUHBIE TTPOIYKThI MTPOMBIILIEHHOTO
BbIMycKa (MOJIOKO, Ke(up, TBOPOr) MOTpeOIsiu He Oosiee
TTOJIOBUHBI JIETEl, TOrIa KaK OCTATbHBIC NETH TTOTPEOIISLTA
MOJIOUHBIE TIPOIYKThI MACCOBOTO ITOTpedIieHus [4, 5].
JI0BOJIbHO YacTo NEeTH B BO3pacTe CTapIiie roaa He ToJTy-
YaloT B JOCTATOYHOM KOJIMYECTBE MOJIOKO M MOJIOYHEIE TTPO-
IYKTBI, (DPYKTHI ¥ OBOIIM, a TAKXKE MHOTHE IPYrHe TIPOIYKThI
He TTOTOMY, YTO MX HET B pallMOHAX MUTAHWS, a TOTOMY, UTO
JIETH HEOXOTHO YITOTPEOJISTIOT «IMCTO» MOJIOUHBIC WITH «UH-
CTO» (PPYKTOBBIE MPOAYKTHL. TeM He MEeHee B MUTaHUU JeTei
cTapile Tofa TO-TIPeKHEMYy OOJbIIast POJTb TTPHHAIIICKUT
MOJIOKY 1 MOJIOYHBIM TPOIYKTAM KaK BasKHBIM MCTOYHUKAM
BBICOKOKauecTBeHHOro Oenka (okoso 31/100 mut), a Takxke
Kajiblusl ¥ BUTaMuHa B,. MOJIOKO 1 KMCTIOMOIOYHbIE TIPO-
TYKTBI TOJDKHBI BXOAWTH B NETCKU PAIlMOH €XCIHEBHO B
komyectBe He MeHee 500—600 Mi1. MOJIOKO M MOJIOYHEBIE
MPOAYKTHI SIBJISTIOTCS UCTOYHUKOM He TOJIbKO OesTKa 1 XKupa,
HO Y OTHUM M3 OCHOBHBIX ITOCTABIIMKOB JIETKOYCBOSIEMOTO
KaJIbIIHsI, HEOOXOIMMOTO IUTST 00pa30BaHMsI KOCTHOM TKaHM,
a Takxe BuTaMuHa B,. [6]. B To e BpemsI B MOJIOKE OTCYT-
CTBYET PsiI MUILEBBIX (PaKTOPOB, B YaCTHOCTH, HEJOCTATOUHO
BBICOKO COIEPKaHNe HEKOTOPhIX BUTAMUHOB M MUKPO3Jie-
MEHTOB. B KOpoBbEM MOJIOKE — HU3KOE COiepKaHUe BUTA-
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muHa C, MUHEpaIbHBIX BEILIECTB (KaJusl, Keje3a), a TakxKe
MPEeOMOTUYECKMX BELIECTB, KOTOPbIE UIPAIOT BAXKHYIO POJb
B obecrieueHuM (YHKIMIA KeTyI0uHO-KUIIEYHOTO TPaKTa;
OTCYTCTBYIOT OpPraHM4YeCKKEe KUCIOThI. B CBsI3U ¢ 9TUM OiHOT
13 3314 COBPEMEHHOI HYTPULIMOJIOTUY SIBJISIETCS pa3paboT-
Ka Y co3laHue 00OTrallleHHbIX MOJIOYHBIX MPOIYKTOB, ajiar-
TUPOBAHHBIX K (DU3MOJIOTMYECKHM TMOTPEOHOCTSIM pedeHKa
cTapile rofia v MpyBJIEKATEIbHBIX JJIs1 IETel C TOUKU 3pEHUSsI
MX BKYCOBBIX CBOMCTB — TaK Ha3bIBaeMbIX KOMOMHUPOBAH-
HBIX TIPOIYKTOB [6]

Psin Takux TIpOIYKTOB CO3MaH OTCYECTBEHHON (hUpMOTi-
uzroroButeieM OAO «ITPOI'PECC», sto crepmianzoBaH-
HbI€ JIECEPThl HA MOJIOYHOM U (hPYKTOBO-MOJIOYHOI OCHOBE
IUTSI TIMTaHKS ISTe paHHETO BO3pacTa Mo TOPTOBO MapKoi
«@pyroHstas». K HUM OoTHOCATCS IecepThl (Ha MOJIOYHOM
1 (PYKTOBO-MOJIOYHOM OCHOBE) M MOJIOYHbIE KOKTEIJIN.

CrepwIn30BaHHBIC MOJIOYHBIE JECEPTHI M KOKTEIIN
MPEACTABISIOT COOOM XUIKHUE HAMUTKU (KOKTEWIN) Un
IyCTble MPOAYKTHI (IecepThl) HA MOJOYHOI OCHOBE C J10-
OaBjieHUMEM KyKypy3HOTO Kpaxmasa, KapparuHaHa, MaH-
HOU KPYITHI (B KAYeCTBE 3aTyCTUTEJIS ), HATyPaJIbHOTO 9KC-
TpaKTa BaHWJIM, KaKao-TTOPOIIKa WU (DPYKTOBBIX ITIOPE.
JlaHHBIE TPOIYKTHI /IS IETCKOTO MTUTAHUS MOTYT CITy>KUTh
UCTOYHUKOM yrineBoaoB (12,0—13,6 r/100 T B MOJIOUHBIX
neceprax u 7,7—101/100 T — B MOJIOUHBIX KOKTEWJISIX),
MoJiouHoro o6enka (2,7—2,8 r/100 T — B MOJIOYHBIX KOK-
teitsix) u kupa (2,1—2,8 r/100 T B MOJIOYHBIX KOKTEH -
Jsx). ConepxxkaHue M00aBJIEHHON caxapo3bl COCTaBJISIET
3,0—6,0 r Ha 100 T mpoayKTa. DHepreTndeckasi IeHHOCTh
yKazaHHbIX MpoaykToB — 55,0—89,0 kkan/100 r. Conep-
skaHue Kaius B neceptax — 80—160 mr Ha 100 T mpoaykTa.
[ecepTbl HA MOJIOYHON OCHOBE M MOJIOYHbIE KOKTEHIU
IUTSI IETCKOTO TIMTaHUS COIEPKAT KB (MCTOTHUKOM
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HUSI BKYCOBBIX IMAIIa30HOB MPOIYKTOB IETCKOTO MUTAHUSI.
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6. [leopeuesa O.B., Konv U.4. CoBpeMeHHBIE TIPOIYKTHI [UTS IeTe
crapie roga. MonouHast npombiiieHHOCTh 2011; 8: 54—55.
(Georgieva O.V., Kon' I.Ja. (Modern products for children over
one year of age) Molochnaja promyshlennost' 2011; 8: 54—55.)

7. Konv HU.A. YraeBoabl UILKU U 310POBbE NETEN U MOIPOCTKOB.
MMumeBas nmpombiiieHHocts 2005; 4: 14—16. (Kon' L.Ja.
Carbohydrates food and health of children and teenagers)
2005; 4: 14—16.)

8. Jladodo K.C., boposux T.D., Cemenosa H.H., Cypucux A.B.
OcobeHHOCTH (hPOPMUPOBAHMST BKYCOBBIX ITPUBBIUEK Y JIETEA.
Bormp net nueron 2008; 5: 38—42. (Ladodo K.S., Borovik T.Je.,
Semenova N.N., Surzhik A.V. (Peculiarities of forming food
habits in children) Voprosy detskoj dietologii 2008; 5: 38—42.)

MMoctynuna 09.06.14
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Bcepoccniicknii Konrpecc «/lerckas kapamogorusa 2014»
Mocksa, 12—13 uions 2014 1.

12-13 wuions 2014 roma B Mockse (B LleHTpasbHOM
JloMe y4eHbIX, 1o aapecy: yi. [Ipeuncrenka, a. 16) mpo-
BegeH ouepenHoii VIII Beepoccuiickuit Konrpecc «/let-
ckas Kapauosorust 2014».

OcHoBHBIM opraHm3atopoM KoHrpecca «Jletckast
kapauosorust 2014» 6buta Beepoccuiickasi o011eCTBEH-
Hasl opraHu3auusi «AccollMalus JeTCKUX KapIuoJIoroB
Poccun» npu noanepkke 000COOJIEHHOTO CTPYKTYPHO-
ro nompasaeieHus: HayuHo-uccnenoBaTesbckKuil Kiu-
Hudeckuit uHctutyT neauatpuu 'BOY BITO PHUMY
uMm. H.U. TTuporosa M3 P®D, MuHucTepcTBa 3ApaBOOX-
panenust Poccuiickoir ®eneparnu, Komurera obimecT-
BEHHBIX cBsi3eil [IpaBuTenbcTBa MOCKBBI 1 JlermapraMeH-
Ta 3ApaBoOXpaHeHUst ropoia MOCKBBI.

B atom rony KoHrpecc B ouepenHoit pa3 moaTBepau
cratyc miaBHoro Poccuiickoro HayyHoro dopyma net-
CKMX KapnuoJjioroB. B HEM npuHsiio yyactue 528 nene-
ratoB u3 44 permoHoB Poccuiickoit @enepariv 1 cTpaH
CHI (benopyccun, Kazaxcrana, MongaBuu, YKpauHbl).
Cpeau rocreit ObUH Benyle 3apyoeKHbIE CIELIUATUCTbI
u3 Benukobpuranuu, lepmanuu, WMcnanum, Wrtanuwm,
CIIIA, koTOpble NPUHSLIM yYacTUE B HAYYHBIX U 00pa3o-
BaTeJIbHBIX MeporpusaTusix KoHrpecca.

BaxnbiMu _Temamu _ Beepoccuiickoro KoHrpecca
«Jlerckast kapauosiorus 2014» cranu:

1. IIpoGaeMbl BHE3AITHOM CMEPTU B MOJIOZOM BO3pa-
CTe, BKJIIOYasl BHE3AMHYI0 CMEPTh JeTeil TpyaHO-
ro BO3pacTa, BHE3AIMHYIO CepACUHYI0 CMepPTh MpU
3aHATUSIX CIIOPTOM, a TaKXe BHE3aIMHYI0 CMepThb
y IeTel ¢ HACJAeICTBCHHBIMU, B T.4. Op(haHHBIMU,
3a00s1eBaHUSIMU CEPLIA.

2. TpyoHBIA TAMEHT B JETCKOM KapauOJIOTHUHU.
Ha KoHrpecce crienualucTbl U3 pasudHbIX pe-
ruoHoB Poccuu ripoBesin pazdoop Haubosiee Clox-
HBIX CJTy4aeB U3 CBOCH IMPAKTUKMU.

3. BpoxmeHHbIe TTOPOKU cep/lia

4. Y1BepxkIeHre peKOMEHIALUI 110 OXKUPEHUIO Y Jie-
Teil W TIOAPOCTKOB, TMOATOTOBICHHBIX BEXyIIMU
CITCIIMATUCTAMU B TIEANATPUN.

Brniepsbie KoHrpecc ObL1 poBeieH B hopMaTte «IKoJI
JNETCKUX KapIMOJIOroB», UYTO BKJIOYAJIO pa3dop npobiem
BEIYUIMMU CIELUATUCTAMU, Pa30op HamboJiee BaxKHBIX
acrnekToB U oocyxaeHue: «CUHKOMaIbHbIE COCTOSIHUS
y aeteit», «uarHoctuka u jedyeHrue MUOKApIAUTOB Yy Jie-
Teit. COBpeMEHHbIN B3MJISII U TeKyLUe 3HAHUS TIO MPO-
osieMe», «XpoHMYecKasl cepleuHasi HeJOCTaTOUHOCTb»,
«MHororpaHHblit MeTabOIMYECKUt CUHAPOM», «HTep-
BEHLIMOHHAsI apUTMOJIOTUSI — Pa300p CIIOPHBIX CIOXKHBIX
M MHTEPECHBIX CJTy4aeB», « BOmpochl mporeaeBTUKY 1 A1 -
HaMUYeCKOro HabJIoJeHHsI IOCje ONepaTUBHON KOPPeK-
uuu BIIC y nereii», «Kpurnueckue coctossHust mepuoaa
HOBOPOXJEHHOCTHU: TUMOIIA3UsI U OOCTPYKIIUSI «JIE€BOTO
cepaua» u aopTel», «PCB nHdekuus y nereii ¢ BpoxaeH-
HbIMU 3200JIeBaHUSIMUA CEeP/LIA: BOMPOCHI MPOhUIAKTU-
Kku», «HapyiieHust putma cepaua y aeTeil mepBoro roaa
KU3HU: auddepeHInaTbHas TUarHocTUKa U HEeOTI0XK-
Hast Tepanusi», «Mopdosornyeckue ocoOEHHOCTU TO-
paxeHust cepaua y aerei», «llkona mo Buzyanuzauuu
B IETCKO# Kapauosiorun», « Terpaga ®aino: mpoctoit au-
arHo3, CJ0XKHbIE PELIEHUSI».

B pamkax Komnrpecca mpomren I BCEPOCCUMN-
CKUM MEAUATPUYECKUHI CBE3/l «Jlerounas ru-
nepreH3ust». [locieaHue rojbl OTMEYEHbI CTPEMUTENb-
HbIM DPOCTOM BO3MOXHOCTEH 3(h(MEKTUBHOIO JieueHusl
JIETOYHO! TMIMEepPTeH3UU, COBEPLIEHCTBOBAHUEM JUATHO-
CTUYECKUX TeXHONOrui. OHO U3 IIaBHBIX YCJIOBUM (-
(EKTUBHOTO JIEUEHUSI SIBJISIETCS] YCTAHOBJIEHUE MPUUUHBI
Pa3BUTUS JIETOYHOM IMIIEPTEH3UU, YTO TPEOYeT COBMECT-
HOI KpOMOTIMBON pabOThl CHELUAIUCTOB PA3JIUYHOTO
npodwisi — AETCKUX KapAuOJOroB, KapIUOXUPYProB,
PEBMATOJIOTrOB, MyJIbMOHOJIOTOB U JIp.

B pamkax Konrpecca tpaauuuonHo mnpoiuen «KoH-
KYpC MOJIOABIX YUEHbIX». MOJIOJble CIIEHUATIUCTBI TTPOSI-
BWJIM 3PYAUILIMIO, BBICOKUIA YPOBEHb MPODECCUOHATBHBIX
3HAaHUM, CBOOOMY BJIaJIeHUsI HAyYHbIM MaTepUAJIOB U Be-
JINKOJIEMTHOE KAYeCTBO JEMOHCTPALIMOHHBIX MATEPUAJIOB.
KoHkypc 3aBepiiwicsl MOOLIPEHUEM U HArpakjaeHuem
KOHKYPCaHTOB.

OprkomuteT KoHrpecca
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YBAXKAEMBIE KOJUIET'!

21-23 okTa0ps 2014 roga B [octunuuHoM komriekce «Kocmoc»
(r. Mocksa, npocnekT Mupa, a. 150) npoiiger
X111 POCCUMCKHWM KOHTPECC
«MHHOBaIIMOHHbBIE TEXHOJOTUU B IEAUATPUU U IETCKON XUPYPrUU»

OPTAHMN3ATOPBI KOHI'PECCA:

MUHUCTEPCTBO 3/IPABOOXPAHEHUSI POCCUNCKOU ®EJEPALIUU

POCCUNCKHUN HALIMOHAJNIbHBI WCCIEOOBATEIbLCKUN MEAULIMHCKUN YHUBEPCUTET
M. H.U. [TIMPOT'OBA

HAYUYHO-UCCIEJAOBATEJIbCKHUN KIMHUYECKUN UHCTUTYT NEJAUATPUU

POCCUNCKASA MEAULIMHCKAS AKAEMUSA MTOCHAEAUTIIIOMHOIO OBPA3OBAHUS
MOCKOBCKUU TOCYJAPCTBEHHbIM MEJUKO-CTOMATOJIOTUYECKU YHUBEPCUTET

M. EBIOKMMOBA

HAYUYHO-UCCIEJAOBATEJIbCKHUM UHCTUTYT MMUTAHUS PAMH
HAYUYHO-UCCIEJAOBATEJIbCKHUM JETCKUN OPTONEAUYECKHUN MHCTUTYT um. LU. TYPHEPA
BCEPOCCUMCKUN LEHTP MEJULIMHBI KATACTPO® 3ALLIUTA»

POCCUNCKAS ACCOLUMALMUA MEAUATPUYECKUX LIEHTPOB

TBOPYECKOE OBbEAMHEHUWE JETCKNUX HE®POJIOTOB

HALIMOHAJIbHAS MTEJUATPUYECKASA AKAIEMUA HAYKWU U UHHOBALIMM

POCCUNCKASA ACCOLUMALINA JETCKUX XUPYPTOB

HALIMOHAJIBHAA ACCOLIMALMA JUETOJIOTOB U HYTPULIMOJIOT'OB

OBIIECTBO AETCKNX TACTPOSHTEPOJIOT'OB

COIO3 AETCKMX AJIJIEPTOJIOI'OB

POCCUNCKAS ACCOLUMALIWA JIOP-TIEJIUATPOB

COITPEACEIATEJIN KOHTPECCA:

Kamkun A.T. (pextop 'BOY BITO «PHUMY um. H.W. IMuporosa Munsnpasa Poccuu», npodeccop, 10KTOp Meau-
LIMHCKUX HayK)

Baiioapuna E.H. (mupexrop [lenaprameHTa MEIUIIMHCKOM ITOMOIIM AETSIM U CIYXKObI POAOBCIIOMOXEHMST MUH-
3npaBa Poccuu, ipodeccop, TOKTOp MEIUITMHCKUX HAyK)

Bacunbes A.B. (mupekTop [lenaprameHTa HaydyHOro rpoeKTupoBaHust MuH3apasa Poccun, mpodeccop, 10KTop Me-
JNUALIMHCKUX HayK)

IMaperopoaues A.JI. (coeTHuk pekropa 'BOY BITO «PHUMY um. H.U. [Muporosa Munszapasa Poccun», npodec-
COp, JOKTOP MEAUIIMHCKUX HAYK)

IIxoasnukoBa M.A. (nupexkrop HayuHo mccienoBatesibckoro KinHuueckoro uHeruryra neauarpuu 'bOY BITO
«PHUMY um. H.U. TTuporosa Munzapasa Poccun», npodeccop, 10KTOp MEAULIMHCKUX HAYK)

OTBETCTBEHHBI CEKPETAPb KOHT'PECCA:

Jlman B.B. (3amectutens nupektopa HayyHo ncciienoBarebcKoro KiimHudeckoro nHeruryrta nenuarpuu 'bOY BITO
«PHUMY um. H.H. TTuporoBa Munznpasa Poccun»)

CATEJIUTUTHBIE KOHTPECCHI:

IX POCCUMCKUI KOHT'PECC
110 JETCKOM AJUIEPTOJIOTUU 1 KIIMHNYECKO UMMYHOJIOT'U

VI POCCUMCKHI KOHTPECC ITO IETCKOM BITAJIENTOJIOT U

XI POCCUMICKUI1 KOHT'PECC ITO JIETCKO HED®POJIOTUN
BCEPOCCHHCKHE KOH®EPEHIIHH:
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XII HAYYHO-ITPAKTUYECKAS KOH®EPEHIINUA
«AKmyaabHble 80npOCHL XUpypeuu, MpasmMamoniouu u opmoneouu 0emcKo20 603pacma»

VI HAYUYHO-ITPAKTUYECKASI KOH®EPEHIINA
«lenemuueckoe 300pogve demeii u cogpeMeHHbIE 603MONCHOCINU OUASHOCINUKY U A€4eHUs HACA0CINGEHHbIX 3000.1e6aHUT
demckoz20 eozpacma»

11T BCEPOCCUVICKAA HAYYHO-ITPAKTUYECKAS KOH®EPEHITUA
no 0emcKoil 2acmpo3Hmepo.a02uu u Hympuyuoa02uu

V BCEPOCCUICKASI KOHOEPEHIIAA
«Ileduampuueckue acnexmut ducnaazuu coeOuHUMeAbHOU mrKanu. JJocmuiycenus u nepcneKkmuesl»

IX HAYYHO-ITPAKTUYECKASI KOH®EPEHIIUA
«/IOP-namoaocus ¢ npaxmuke epava-neouampa»

X HAYYHO-ITPAKTUYECKASI KOH®EPEHIIU A
«Cmomamoaocuueckoe 300poeve pedeHKa»

KOH®EPEHIIUS u IIOCTEPHASI CECCUS
M0100bIX YHeHbIX 6 00aacmu neduampuu, 0emcKoll Xupypeuu u Cmomamoio2uu

XIII BCEPOCCUICKASI BBICTABKA
«Cospemennvle duaznocmuueckue, 1eKapCHEeHHble U HYMPUUUO.102UMecKue MeXHOA02UU 8 neduampuu u 0emcKoil Xupyp-
euw»

AJIPEC CEKPETAPUATA OPTKOMMUTETA KOHI'PECCA:

125412 Mockaa, yi. Tanmomckasi, a. 2, HaydHo-uccienoBaTeIbCKuil KIMHUYECKUI MHCTUTYT MeauaTpun
Ten.: (499) 487-05-69

dakc: (495) 484-58-02

E-mail: congress@pedklin.ru

Caiit Konrpecca: www.congress2014.pedklin.ru
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Hayuno-npakTuueckast KoH()epeHIUs ¢ MeXKTYHAPOIHBIM YIACTHEM
«HepeenHblie BONPOCHI AKYMIEPCTBA M THHEKOJIOTHI»

J nocssmennas 100-neTuio co aus poxnenus P.A. Majbimeoii
VI Cnennann3uposannas BeictaBka «/Iutsa u Mama. Exkatepunoypr 2014»
14—15 okTsa6ps 2014 1.
MTA A MA
Eqn ATEP nN:“: ver Exkarepunoypr, IIMTE. Kyiiobimuesa, 44

OpraHu3alMOHHBIN KOMUTET TpUriaiaer Bac mpuHATh yuactie B padote HayuHo-TpakTU4IecKoil KoH(MepeHIMH ¢ MeXIyHapoaHbIM yuactueM «HepemeH-
HBbI€ BOIIPOCHI aKyIIEPCTBA U TMHEKOJIOTUM».

3a 6 sieT paboThI MPOEKT MPHOOPEIT CTATYC IIMPOKOMACIITAGHOTO MPECTIKHOTO MEPOIIPHSTHS B chepe OXpaHbl MATEPHHCTBA 1 AETCTBA U CTAJ MPEAMETOM
BHUMaHMsI CIIELMAIMCTOB He TOJIbKO B EkateprHOypre 1 CBepaioBcKoii 001acTi, HO U BO BCEM YPalbCKOM PETHOHE.

B pamkax KoH(bepeHIMU MIaHUPYeTCs: OOMEH OMBITOM CIELMATUCTOB CIyXObl POJOBCIIOMOXEHUS, MPEACTABICHUE PE3YJIBTaTOB HAayYHBIX JTOCTHKEHUIA 110
pa3paboTKe ¥ BHEAPEHUIO B IPAKTUIECKOE 3APABOOXPAHEHNE HOBBIX MEIULIMHCKIX TEXHOJIOTHIA, CTIOCOOCTBYIOLINX COXPAaHEHHIO Y YKPETUIEHUIO PENPOLYKTUBHOTO
3]0POBbsI HACEJICHUS, pealn3alliK PENPOAYKTUBHON (PYHKIIMY CEMbH, YIYULIEHUIO COCTOSIHMUSI 3I0POBbsI MaTepy U pedeHKa.

OPTAHU3ATOPBI

. MuHMCcTEepCTBO 3apaBooxpaHeHnst CBepIoBCKoit obacTn

. DI'BY BITO «Ypanbckas rocyaapcTBeHHast MEIULIMHCKAs aKaIeMUsI»
. Poccuiickoe 00111eCTBO aKy1LI€pOB-TMHEKOJIOTOB

. ®I'BY « Ypanscknit HUM OMM» Munsnpasa Poccun
. RTE-Group

HAYYHAA ITPOT'PAMMA

. BcriomorarenbHble pernpofyKTUBHbBIE TEXHOJIOTUU — OT MOATOTOBKYM K KOHEUHOMY Pe3yJIbTaTy
. TemonuTryeckast 60s1€3Hb 11048 ¥ HOBOPOXKIEHHOTO

. HcTopust neprHaTaIbHON MeIUIIMHbBI

. KecapeBo ceueHre 1 BaKyyM-3KCTPAKIIMsl B IEpUHATAIBLHON MeAULIHE

. MarepuHCcKasi CMEPTHOCTD U «Near-miss» B aKyLIEPCTBE

. MHororuioaHast 6epeMeHHOCTh

. HeoToxHbIe cOCTOSIHUS B aKyLLIEPCKOI MPAKTHUKE

. Hosopoxnenusie c DHMT u OHMT

. Oco0blii pedeHOK

. [MepuHartanbHast ICUXOJIOTUST

. [MepuHatanbHast SHIOKPUHOIOTHS U UMMYHOJIOTUS

. TepuHaTaIbHBIC ¥ PENPOLYKTUBHBIE TOTEPH

. [MepuHatanbHble TEXHOMIOTMU 21-T0 BeKa, OpraHu3alysl epuHaTaaIbHO MOMOLIN
. [MpearpaBupapHas MoAroToBKa

. IMpeHaTaibHast IMarHOCTUKA

. [MpoGremMbl MOCTPENPONYKTUBHOTO MeproIa

. Pannue cpoku 6epeMeHHOCTH

. Peanumanust HOBOPOXKIEHHbBIX

. PenpoaykTiBHOE 310pOBbE MTOIPOCTKOB

. PenponykTuBHO-3HaYMMbIe UHDEKLINN

. PenpoaykTuBHBIii BbIOOP

. CBepxpaHHUE MPEeXIeBPEMEHHbIE POJIbI

. CMeXHBIE CTICLIMATUCTBI B PEILICHUH TIEPUHATATBHBIX TPOGIEM

. Tpombodunmu, reHeTKa, IPOTEOMUKA M KJIETOUHbIE TEXHOJIOTMU B [IEPUHATOJIOT MU
. dapmakoTeparnus 1 MOJUNparMasusi B IepuHaTaIbHON MPAKTUKE

. DeTtanbHast XUPyprust

. OTUyecKre 1 I0pUIMYecKre MpodaeMbl epUHATAIBHON MeIULIMHbL

BbBICTABKA

Io cnoxuLueiics Tpagulu KOHq)epeHLlI/IIO JIOTIOJTHUT BbICTaBKa OTEYECTBEHHBIX U 3apy6e>|(1—u>1x JIEKapCTBEHHBIX CPECTB, U3JEJINIA MEAULIMHCKOTO Ha3Haye-
HUs, @ TAKXKE COBPEMEHHBIX l/lH(l)OpMaLll/IOHHbIX TEXHOJOTUI.

OPTAHU3ATOPBI

PykoBoauTeb HAyYHO# IPOrpamMMbI:

bawmarosa Hadexcda Bacunvesna

Iupekrop ®T'BY «<HUW OMM» Munsnpasa Poccun, 1.M.H., ipocdeccop

[JIaBHBIM aKylep-ruHekosor YOO

Maunveuna lanuna Bopucosra

3amectuTesb aupekropa mo HUP ®TBY «<HUW OMM» Munszapasa Poccuu, 1.M.H., ipodeccop

ITo Bompocam My0JMKAIMH MATEPHAIOB KOH()ePEHINN:

[asvidenko Hamanvs Bopucosna

PykoBoauTenb otaena no pa3paboTke M BHEAPEHUIO HOBBIX MEIMKO-OPraHU3alMOHHbIX (hopm nepuHartanbHoit nomomn @PIBY «<HUU OMM» Munsapasa
Poccuu, k.m.H.

Ten.: +7 (343) 371-96-43

E-mail: orgomm@mail.ru

ITo Bonpocam yyactus:

Mocksa

Tamesana buikosa

PykoBoauresb npoexTa

Ten.: +7 (495) 921 44 07 no6. 135
E-mail: t.bykova@rte-expo.ru

Exarepun0ypr

Kcenus Jloauenxo

Memejkep npoekra

Ten.: +7 (343) 310 32 49 106. 106
E-mail: k.dyachenko@rte-ural.ru
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YBaxkaemble KoJuieru!

He 3a0yabTe noanMcaTbCa Ha HaLL XypHan
«POCCUNCKN BECTHUK NEepPUHaATONIOr M u neguatTpun»

Moanucartbcs Ha XXypHan MOXHO No Katanoram «Pocneyarb»
n «Mpecca Poccun» B Nnto6om otaeneHum ceasu PO.
MoanucHas KaMnaHus Ha NepBoe Noslyrogue HadynHaeTcs
1ceHTA0pSa NnpeabiayLLEro roaa.
Ha BTopoe nonyroaue — 1 anpens TeKywiero roaa,
a 3aKaH4YMBaeTCs B CPOKMU, onpeaesisieMble pacnpocTpaHUTEesIeM CaMOCTOSATEJIbHO.

Mopnucka no 6e3HanMYHOMY pacyeTy (AN opraHu3auuii) NPUHMMAaEeTCs B COOTBETCTBUU
C npouenypoi, yreepxaeHHoi DepgepanbHou cnyx6oi no4uToBoi cBA3n PO.
Uupekc nognuckm — 73066 (Pocneuatb); 43519 (Mpecca Poccun).

Mopanucka ang 4acTHbIX N1l NnpuHuUMaeTca no ¢popme d.CIM-11
B JIIOOOM oTaesieHuu cBs3u PO.

Nupekc — 73065(PocneyvaTb); 43516 — (Mpecca Poccun).
®dopma D.CIN — 1 npuBeneHa Huxe. Ee MOXXHO 3anosIHUTDb U Bbipe3aThb.

Hawe usganue npeacraeneHo B Poccuiickom nnpekce Hay4yHoro uutupoeanus (PUHLL).
Ha nnardpopme eLIBRARY.ru B nnartHom gocryne pasmelleHbl NoJIHbIE 2/IEKTPOHHbIE Bepcumn
XKYPHAJIOB 3d TEKYLUWUMN FOf, d TAKIXKE APpXUBHbIE HOMEpPAd € PpasnnYyHbIMU POPMAMMU NOAMUCKMU.
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YMHble 3y6Hble nacTbl!

Ha npaBax peknamel. ToBap cepTudULMPOBaH.

*ﬂO,D,TEEp)K,D,eHO KIMHNYeCKUMUM nccnenoBaHnamMmm

9P DeKTUBHIA 33WUT3 HA OCHOBe
HITYPAAbHbLIX KOMNOHEHTOB. AOK333HO!*

3a60Ta 0 350poBbe 3y60B pebeHKa AOMKHA HAUMHATBCA C NEPBbIX MECALEB X13HW. B 3ToM Bam nomoryT 3y6Hble nactbi R.O.C.S." Baby, HexxHas popmyna
KOTOPbIX COCTOMUT 13 BbICOKOKAYeCTBEHHbIX pacTUTeNnbHbiX BO-KOMNOHEHTOB, COXPaHAIOLMX BbICOKYIO aKTUBHOCTb 6N1arofaps npumeHsaemon
HU3KOTEMMEPATYPHOI TEXHONOM MM NPON3BOACTBA 3yOGHON NacTbl. IGHEKTUBHO YNyULIAIOT rUrMeHy, HOPMaaM3yIoT COCTaB MUKPOGROpbI NONOCTN
pTa¥, CHUMaloT BOCMasneHne feceH, B TOM Y1Ciie 1 NPy NpopesbiBaHni 3y60B, 3alumiaioT 3y6bl oT Kapueca*. besonacHbl npu NpornaTbiBaHUM.
He copepat ¢pTopa, aHTUCENTIKOB, Naypuncysbdata HaTpus 1 napabeHos.

3y6Hbie wetkn R.0.C.S.° Baby - Bce reHnanbHoe npocro!

yAOGHbI B MCNOMb30BaHMN. TMrMeHnYHbI, Tak Kak JIerko MOITCA U He cofepXat pe3nHOBbIX BCTaBOK, Ha KOTOPbIX 00bIYHO
HauMHaIOT Pa3sMHOXKaTbCA 6aKTepI/1I/1. Be3onacHbl 3a cueT yHI/IKaJ'IbHOl7I TEXHONIOTK MOSINPOBKN KOHYNKOB LETUHbI,
4YTO NpefoTBpaLlaeT TpaBmy Ae€CHbl U SMann 3y60B.
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