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IOBUJIEUN

C.I'. BopcanoBa (K 75-71€THI0 CO IHS POXKIEHUS)

21 mapra 2020 roma otmeTuIa roomteit Ceernana [pu-
ropbeBHa BopcaHoBa — JOKTOp OMOJOTHYECKUX HayK,
npodeccop, 3aciayKeHHBbI Jeareidb Hayku PdD, uneH
EBporneiickoro 1 AMepMKaHCKOTO OOIIEeCTB TE€HETUKHU
YyeJIoBeKa, Bpay BBICIIEN KaTeropwu, skcrepT B Dene-
paJbHOM peecTpe JKCIEPTOB HAYIHO-TEXHUYECKOM
chepnr PO, 3aBenyromas JabopaTopueii MOJIEKYISIPHOM
LIMTOTEHETUKN  HEPBHO-TICUXMYECKUX  3a00JIeBaHUIA
OCII «<HUKHW nenuatpun um. akagemuka lO.E. Bensru-
meBa» ®TAOY BO PHUMY um. H.U. IMuporosa MuH-
3apaBa Poccun.

CsernaHa IpuropseBHa c¢ 1965 1 paboraer
B 00JIaCTU MEIMIIMHCKOMN TeHETUKKN W TEHETUKU YeT0-
Beka; B 1975 1. 3ammTuia KaHauaaTckyto, B 1991 r
— JIOKTOPCKYIO AWCCepTAalMU TIO CHEUMaTbHOCTU
«reHeTnKa». OCHOBHBIMU HAaIlpaBJIEHUSIMHU HaydHOU
nesateabHOCTH CBeTnaHbl [PUTOPBEBHBI  SIBJISLIMCH
(dyHIaMeHTaIbHbIe WCCIEIOBAaHUS B OOJACTH MeIM-
LIMHCKOM FeHEeTUKHU, TTIeAUaTPUN U TeHETUKM YeJIOBEKa,
CBSI3aHHBIE C M3YYEeHUEM TeHETMYECKUX MEXaHM3MOB
HaCJIeJCTBEHHBIX W BPOXIEHHBIX OOJIE3HEW y JeTeid
U CYMPYXECKUX Tap ¢ HapylIeHueM perpoayKTUBHOM
(GyHKIMU, a TaKXKe ¢ pa3paboOTKON HOBBIX BBICOKOI(D-
(EeKTUBHBIX TEXHOJOTUM  MOJEKYISIPHO-IIUTOTEHE -
TUYECKOW NMArHOCTUKW, a WMEHHO MHOTOLIBETOBOI
¢aoopeciieHTHONW  TMOpPUAM3ALUMKM  HYKJIEMHOBBIX
kucnor in situ (MFISH), cpaBHUTEbHOI U cepUitHOM
reHoMHoit ruopuanzauun (HR CGH u arrayCGH,
SNParray) uiaM MOJEKyJSIpPHOTO KapUOTUIIUPOBAHUS
y neteii ¢ HenudGepeHIMPOBAaHHBIMU (hOPMaMU YMCT-
BEHHOI OTCTAJIOCTH, ayTU3Ma, SITUJICTICUH.

C.I. BopcanoBa sBjsieTCS OCHOBOITOJOXHUKOM
MOJIEKYJISIPHO-IIUTOTEHETUYECKOM TMarHOCTUKU. biaro-
napst CBetinaHe [puropbeBHE U TIPY €€ aKTUBHOM yJacTUU
B Havasie 90-X roJi0B MPOIIIOTrO BeKa BIIEPBHIE B MUPE U B
Poccun HayuHO 060CHOBaHbBI, pa3pabOTaHbl U BHEIPEHDI
B TMPaKTUKY 3APaBOOXPaHEHUSI COBPEMEHHBIE MOJIEKY-
JISPHO-LIUTOTeHETUUECKNE METOABI I 3(POeKTUBHON
JMIMaTHOCTUKHU TSDKEJIBIX COLMATbHO 3HAYMMBIX Hacllel-
cTBeHHBIX 3a0oneBaHuil. [Tox pykosoactBom C.I. Bop-
CaHOBOM cO3IaHa  MOJIEKYJISIPHO-IIMTOTeHeTHUEeCKasT
IIKOJIa, B paMKaX KOTOpOW ITOJydeHa OpUTHHaIbHAasI
OTEUECTBEHHAsT KOJUIEKIIUST XPOMOCOMOCITELIM(DUIHBIX
JIHK-30H10B Ha BCe XpOMOCOMBI 4ejloBeKa, KOTopasi
He YCTymaeT 3apyOeXHBbIM aHajioraM M TIO3BOJISIET KO-
HOMUTH 50% OIOMKETHBIX CPEACTB OT CTOUMOCTH OTHOTO
uccnenosanus. Ilox pykoBomctBom CsernaHbl [puro-
PBEBHBI pa3paboTaH M BHEAPEH B CHCTEMY 3IpaBOOXpa-
HEHUsI METOA OWarHOCTUKU MOHOTEHHBIX CUHIPOMOB,
BKJTIOYAst CUHAPOM PeTTa, TSIKeIoro HepBHO-AETeHepa-
TUBHOTO 3a0ojieBaHus ¢ yactotoit 1 Ha 10000 neBouex.
MeTon OCHOBaH Ha WCMOJb30BaHUU (heHOMEHOB, CBSI-
3aHHBIX CO CTPYKTYPOU M (hyHKIIMEH XpOMOCcOM; ah(eK-
TUBHOCTh JIWATHOCTUKM C TIOMOIIBIO 3TOrO MeToda
cocTaisieT 6osee 90%.

B pesynabrate HayuHoil nedrenbHoctu C.I. Bopca-
HOBOII BrepBble B Poccnu ycrenrHo ampoOupoBaHbI
W BHEIPEHBI BHICOKOAI(M(dEKTUBHbIE WHHOBALIMOHHBIE
MOJIEKYJIIPHbIE TEXHOJOTUU JUISI TMAaTHOCTUKU MUKPO-
JeTelnuii, MUKPOAYTUIMKAIIUI W HecOalaHCUPOBaHHBIX
MMKPOTpaHCIOKAlWii Tipu  HeanbdepeHITMPOBAHHBIX
dopmax yMCTBEHHOI OTCTAJOCTH W ayTh3Ma y IeTeif;
MpoBeJicHa OIleHKa JMarHOCTUYECKOTO ITOTEHIINaia
W BHEIPEeH IPOTOKOJ IWAarHOCTUKU HeauddepeHImn-
pPOBaHHBIX (OPM YMCTBEHHOW OTCTAJOCTH Yy HdeTeit
C TIOMOTIIHIO MOJIEKYJISIPHOTO KapUOTUTTUPOBAHUSI.

3a cpoit MHoronetHnii Tpyn C.I. BopcaHosa mmeer
30JI0TY10, cepeOpsiHyo Menanu u auriombl BBL, menann
K 850-netuto . MockBbl, 3 TOUYeTHBIE TpamMoThl MUH-
3npaBa PD, 3HaK «OTnmyHUK 3npaBooxpaHeHus» (CCCP),
MOYeTHOe 3BaHMEe «3aCHyXeHHBI paOOTHUK 3IpaBOOX-
parenust Poccuiickoit Demepanm» u «3aciyKeHHBIT
nesatenb Hayku Poccuiickoit Menepatnn»; HarpaxkiaeHa
npemueit PAMH uMm. B.M. Bbextepesa «HetliporenHoMmuka:
STUOJIOTHSI, TIaTOTeHe3 M TTOMCK HOBBIX OMOJIOTMYECKUX
MapKepoB HEPBHBIX W TICUXWUYECKUX OOJIe3He»; Tpe-
mueii A.A. Kucenst 3a GonbInoii BKJIag B pa3BUTHE OTe-
YECTBEHHOW TIeMUaTPUU; CIIEIIUATBHON MEeXITyHapOTHON
npeMueit B 001acT MEAULIMHBI «3a BbIIAIOIIMIACS BKJIAI
B HayKy B o0sactu MmenuiMHbl» Scopus Award Russia 2012
coBMecTHO ¢ Poccuiickum ¢dhoHIoM (GyHIaMEeHTAIbHBIX
HCCIeIOBaHUI; TIPEMUSIMU B KOHKYpce «JIydiive HaydHO-
nccaenoBaTesibckue padotel» PHUMY nMm. H.U. TMupo-
rosa. C 2013 roma u no Hactosero BpemeHu C.I. Bopca-
HOBa aKKpeauToBaHa akcriepToM B DemepatbHbIil peecTp
AKCIIEPTOB HAyTHO-TEXHUUECKOU Chephl.

CgetniaHa I[puropbeBHa SIBISETCS YJIEHOM PEIKOJI-
Jleruu HayuyHbIx XypHaioB «Molecular Cytogenetics»,
«Journal of Pediatric Neurology», «Current Genomics»,
«World Journal of Clinical Pediatrics», «Hayunbie pe3ynib-
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TaTbl OMOMEIUIIMHCKUX MccaeaoBaHnii». Exo moaroros-
JeHbl 10 KaHAWIATOB MEIMIIMHCKUX U OMOJOTMYECKUX
HayK, 3 JOKTOpa MEIWIIMHCKUX Hayk, 6ojee 30 creuu-
aJUCTOB B 00JaCTU MOJIEKYJISIPHO-IITUTOTEHETUUECKOM
JNIUarHOCTUKU Y KJIMHUYECKOW LUTOreHeTuku B Poccuu
1 3a pyOekoM.

C.I. BopcanoBoit omnyonukoBaHo ©Oosee 1400
HayyHbIX paboTt, 14 mMoHorpaduii 1 38 miaB B MOHO-
rpadusix U ydyeOHBIX TOCOOMSX, MOJIydeHO 9 maTeHTOB

IOBUJIEN

Ha wu300peTeHUss (B COABTOPCTBE), TIPEACTaBIeHO 6
palMoOHAIM3aTOPCKUX  TPEUIOKEeHU, 4 MeTomuyde-
CKMe peKOMeHOAluKh, 5 WHGOPMALMOHHBIX TTHCEM.
Kpurepuit Xupiua (h-index), namounmii 0ObeKTUBHYIO
OLIEHKY HayYHOI NeSITeIbHOCTHA YYeHOTO M OCHOBAaHHBIN
Ha KOJMYeCTBe MyONWKaluii W LMTHUPOBAHUWI, paBeH
no Web of Sience 27, Scopus — 29, Google — 40 u eLi-
brary (PUHLI) — 34.

Konnekmue HUKH neouampuu um. akademuxa 0. E. Beavmuuwesa,
Koaneeu u yuenuxu nozopasasiom Ceemaany Ipucopvesny u ycenarom ei
HOBbIX MEOPHECKUX YCNEX08, KPEeNnK020 300P06bs U OAA20N0AYHUSL.

Pedkonneeus JHCypHara npucoeauﬁﬂemc,q K 9mum menabim NONCeAaHUAM.
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MNEPEJOBAS

IIpaBoBbIe acneKThl B MPAKTHKE Bpaya-MH(EKIUOHUCTA

JI.H. Mazankosea', U.B. I[lonxkun?®, T.A. Yebomapesa’, A.A. llonkuna’

'PreQy 4MNO «Poccuiickas MmeguumuHcKas akagemus HenpepbiBHOO NpodeccunoHansHoro obpasosaHus» MuHsapasa
Poccun, MockBa, Poccus;

2MIHCTUTYT rocy4apCTBEHHOM Cnyx0Obl 1 ynpasieHsa POCCUNCKON akageMnmn HapoaHOro X03aMCTBa U rocyapCTBEHHOM
cnyx6bl npu Mpe3unaeHTte PO, Mockea, Poccus;

SUMIHCTUTYT rocygapcTBEHHO-KOH(pECCHOHaNbHbIX OTHOLLEHWI 1 npaBa, Mocksa, Poccus

Legal aspects in the infectious disease specialist’s practice

L.N. Mazankova', 1.V. Ponkin?, T.A. Chebotareva', A.A. Ponkina’

'Russian Medical Academy of Continuing Professional Education, Moscow, Russia;
°The Russian Presidential Academy of National Economy and Public Administration, Moscow, Russia;
3Institute of State and Confessional Relations and Law, Moscow, Russia

CraTbsi NOCBSIIEHA HCCIENOBAHMIO TIPABOBOTO MOJI0KEHHS BPAYa-HH(EKINOHHCTA M KOHKPETHBIX MPABOBBIX ACNEKTOB B PAKTHKE
Bpaya-uHGeKIUOHNCTA. ABTOPbI CTATbU AKIIEHTHPYIOT BHUMAHKE HA TOM, YTO IPHMEHUTEIbHO MMEHHO K BpayaM-HH(eKIHOHUCTaM
0c00€eHHO BAXKHO (hOPMUPOBATH MPABOBYIO TPAMOTHOCTH M KOMIETEHTHOCTH (KaK OJHY U3 NPO¢eCCHOHATBHBIX KOMIIETEHIUI BPaya)
B PAMKaXx MPOrpaMM NMOBbILIEHNS KBAIM(UKALMA HENPEPbIBHOTO MPodecCHOHATLHOTO 00Pa30BaHMUs.

Karouesvie caosa: npasosoii cmamyc épaua, npasa épaveii, MeOUUUHCKAs 0eOHMOAOUS, UHDEeKMOA02Us, UHDEKYUA.

Ans untupoBanuns: Ma3sarkosa J1.H., lMoHkuH U.B., YeboTtapesa T.A., [oHkuHa A.A. [paBoBbie acrekTsl B MpakTuke Bpaya-uHdeKumoHmicTa.
Poc BecTH nepuHaton n neauatp 2020; 65:(2): 7-14. DOI: 10.21508/1027-4065-2020-65-2-7-14

The article studies a legal status and specific legal aspects in the practice of the infectious disease specialist. The authors of the article
emphasize how important it is to develop legal literacy and competence (as one of the doctor’s professional competencies) within the

framework of continuing professional education programs.

Key words: physician’s legal status, physician’s right, medical deontology, infectology, infection.
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Bonpocm MPaBOBBIX aCIMEKTOB B MpaKTUKe Bpaya-
MH(PEKIMOHUCTA JIe4eOHO-TMarHOCTUYECKOTO
yYpexaeHus: U creundUuK MpaBOBOTO TOJOXEHUS
Bpauya-MHMEKIIMOHNCTA 10 CUX MOP HEe TOJIYYWIU B OTe-
YEeCTBEHHOUW HAyYHOU JUTEpaType NOJLKHOTO OCBEIIEHUST
1 OOBSICHEHUS OT TpeACTaBUTeNIell KaK MEIUIIMHCKOIM,
TaK 1 IOPpUIMYECKON HayK, TeM 0oJiee B MEXKIUCIIUATIIM -
HapHOM MCCea0BaTeIbCKO-UHTEePIPETAIIMOHHON MPO-
exuuu. 3apyOekHble M3AaHUSI TOXe KpalHe CKYIHBI
Ha 3TOT cueT. MexXay TeM 3TH BOIPOChl UMEIOT TIPSIMOe
OTHOIIIEHUE K IpaBaM Bpaudeii [1].
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K coxanenuro, B @enepanbHoM 3akoHe oT 21.11.2011
No 323-®3 (pen. ot 27.12.2019, ¢ usm. ot 13.01.2020)
«O0 ocHOBax oXpaHBI 300POBbs TpaxkmaH B Poccuiickoii
®enepanum» nu B DenepanbHoM 3akoHe oT 17.09.1998
No 157-®3 (pen. ot 28.11.2018) «O6 mmmyHOTIpohUIaK-
THKE MH(MEKIIMOHHBIX 00JI€3HE» 9TU BOMPOCHI HE HAIUTA
NIOJKHOTO ydyeTa. B uncie mpaB Bpaueii, mepeuncaeHHBIX
W TapaHTUPOBAHHBIX 4acThio | cratbu 72 Denepaib-
Horo 3akoHa «OO0 OCHOBax OXpaHbl 3JI0pPOBbSI I'PaKIaH
B Poccuiickoit denepaiinni», 3TH BOMPOCH! TAKXKE TTOYTH
He OTpaXkeHbl B IJIAaHE CO3[aHUS YCIOBUM JISI BBITION-
HEHUST TPYIOBBIX OOSI3aHHOCTEN W CTpaxOBaHUS pHcKa
cBoelt TpoheCcCHOHaNIbHON OTBETCTBEHHOCTH.

B nocneaHue ronpl Bce GoJiee Bo3pacTaeT BHUMaHUE
K IOpUIMYECKMM TipobjieMaM Bpauyell W UuX TIpaBam,
005I3aHHOCTSIM, OTBETCTBEHHOCTU. OTO TMPOUCXOIUT
HE TOJILKO CO CTOPOHBI OPMEHTHMPOBAHHBIX Ha 3allUTY
MalMeHTOB OpraHu3aluii W TPaBOOXPAHUTETbHBIX
OpraHoB (B CBSI3U C pOCTOM kKaj00, Cyl1eOHBIX JIeJ, 0CYy-
NeOHBIX pa3oupaTeabCTB U TIp.) [2] U CO CTOPOHBI Mpe/l-
craBuTesel opuandyeckoit Hayku [1, 3, 4], HO u TIpexe
BCero 1 060Jiee BCero — o CTOPOHbI MEAUIIMHCKO 0011Ie-
CTBEHHOCTHM, MEIWUIIMHCKUX OpraHu3allMii, BpauyeOHbBIX
CaMOYTIPaBJISIEMbIX M CAMOPETYJIMPYEMBIX OPraHoB [5].

IIpakTnyeck Bce aBTOPbI M JTOKYMEHTHI TTOIBOMIST
K BBIBOJY O HaCyIIHONH HEOOXOAMMOCTHU TIOBBIIIEHUS
MpaBOBOII TPAMOTHOCTU Bpayeil, YTO MO3BOJMIO Obl UM
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JIy4iie TOHMMAaTh TPOOJIEMbl HOPMATUBHO-TTPABOBOTO
peryaupoBaHUs B OOJACTU 3ApaBOOXpAHEHUS, JIydlle
OPUEHTUPOBAThCS B TIPABOBOM IPOCTPAHCTBE, JIy4Ille
3HAThb CBOM TIpaBa M OOSI3aHHOCTH, CBOIO OTBETCTBEH-
HocTh. HazBaHHOMY Kpyry BOMpPOCOB (B TOM YHCIIE
B KOHTEKCTE BOIIPOCOB OBJIAZCHUS TPABOBOM TI'PaMOT-
HOCTBIO KaK MpodeCcCUoHaTbHON KOMITETEHIINEH Bpava-
MHOEKIMOHNCTA Ha 3Tare HeMpepbIBHOTO Mpodeccro-
HaJIbHOTO 00pa30BaHMsI) TIOCBSIIIIEHA HACTOSIIAST CTAThsI.
B coBpeMeHHBIX YCIOBUSX BO3pacTaHUs KOJIMYECTBA
YTOJIOBHBIX JIeJT B OTHOILIEHU U Bpauei-nHGEKIIMOHNUCTOB
JIEMOHCTPUPYETCS aKTyaJlbHOCTh JTaHHOW TPOOJIEMBI,
KOTOPYIO HaIJIEXKUT 00CyXaath [6, 7].

Cneundun4HOCTb NPABOBOI U LLEHHOCTHOM
OHTOJIOrMY NOBCEAHEBHOMN [EeATEeNIbHOCTU
Bpaya-nHpEeKLMOHUCTA U ero AesATeNIbHOCTN
B KPUTMYECKUX KIIMHUYECKNX CUTYaLUaX

IIpaBoBasi 1 1IEHHOCTHAsI OHTOJIOTHUSI TTOBCEIHEBHOM
NeSITeIbHOCTA Bpavya-uHGEKIIMOHUCTA U €ro JesTeb-
HOCTM B KPUTWMYECKUX CUTYaIUsIX CYIIECTBEHHO OTJIM-
YaeTcsl OT TAaKOBOW y Bpayell ApYrux CHeluajIn3aiuid,
CYILIECTBEHHO OCJIOXHEHa crnelu@uKoil OHTOJIOTUU
ero paboThl, 3aKjIIOyalolleiicss B cieaytoieM (Crelu-
(rueckne HeraTMBHBIE TOCIEACTBUSI, OOYCIOBJIIEHHbIC
neeKTHBIMU «peopMaMi» B cepe 31paBOOXpaHEHMSI,
B HACTOSIIIIEH CTaThe HE 3aTparnBaroTCsl):

1) nesarebHOCTh Bpaya-uHMEKIIMOHUCTa UMMaHEHTHO
OHTOJIOTMYECKHU CBSI3aHa WJIM COTMpsiKeHa ¢ MH(EKIIMOH-
HBIMM TIpolleccaMy U JAETePMUHUPOBAHA TTOCTOSTHHBIM,
CUCTEeMaTUYECKMM KOHTAKTUPOBAHUEM C IaTOreHHBIMU
W YCJIOBHO-NIATOTeHHBIMU BO30YIMUTENsIMU (MH(DEKTO-
reHaMU) M HOCUTEISIMUA UHQEKIINI, B TOM YUCIIe U OYEHb
4acTO OTCYTCTBYET MUH(MOPMUPOBAHHOCTL 00 3TOM B HEOO-
XOIMMO Mepe, YTO OIpeIesisIeT CaeayIonlee:

—crien¢uyHas U TMOBBIIIEHHAss OTBETCTBEHHOCTh
Bpaya-MHOEKIIMOHNCTA;

—o0co0ble NI 3M0POBbSI U KU3HU CaMOro Bpaya-
MHQEKIMOHUCTA PUCKU, COTPSKEHHbBIE C €ro JIesITe/b-
HOCTBIO (PUCK 3apaxkeHUsI Ha pabouyeM MecTe);

—crietuueckre BpeaHble W TOHUXKEHHO-KOM-
¢opTHBIE WIsT caMoro Bpaya-MHMEKIIMOHNUCTA YCIOBUS
Tpy/da, TOBbIIIIEHHAs MHTEHCUBHOCTb U TJIyOMHA (DU3M-
YEeCKMX U TICUXOJIOTUYECKUX Teperpy3oK (B Hallei
CTpaHe HE COOTBETCTBYIOIIMX pa3MepaM OTLIaThl Tpy/a)
B €r0 MOBCEIHEBHOM NeSTeJIbHOCTH;

2) neaTeNbHOCTh  Bpavya-MH(MEKIMOHUCTA  BbIpa-
JKEHHO COIpsiKeHa ¢ SHTPOMUMHBIMU TIpOLIeCCaMMU,
NeTePMUHUPOBAHHBIMUA  TIOSIBJIEHMEM  COBEPIIEHHO
HOBBIX WH(EKIIMOHHBIX areHTOB, MYyTallUsAMU (B TOM
Yyclie  BBICOKOCTEUMGWIYHBIMU W MHTEHCUBHBIMU,
BBICOKOCKOPOCTHBIMU ) BO30OynuTeNei nHbEKIN-
OHHBIX 3a00JIeBaHUIi, B TOM 4YHUCJIe C TIpUOOpeTeHUEM
TaKOBBIMM CBOWCTB K <«UMMYHHOMY YCKOJb3aHUIO»
U YCTOMYMBOCTU (PUTUIHOCTU) K M3BECTHBIM U paHee
3(hGEKTUBHO MPUMEHSIBIIMMCS CPEACTBAM U MeToAaM
Teparvu, 4YTo JeTepPMUHUPYET ClIeayoliee:

NEPELJOBAS

— TIPaKTUUYECKN TTOCTOSTHHAST HEOOXOMUMOCTD (BBIHYXK-
JIEHHOCTB) TIONCKOB M OOECTIeUeHUsT CYIIIECTBEHHOTO pa3-
BUTUSI JUATHOCTUYECKUX W TePareBTUUECKUX CPEICTB
1 METOIOB MH(MEKTOIOTUHN (ITPU JOCTATOYHO BBIPasKEHHOM
B Hallleil cTpaHe 3aTPyIHEHHOCTU [UTSI MPaKTUKYIOLIETO
Bpaua-MHQEKIIMOHUCTA 32 CBOI CUET MPOXOJUTD C HYKHOI
MEePUOANIHOCTBIO TTOBBIIIEHNE KBaTU(UKAIIMN U OTpaHU-
YEHHOCTH JeJIaTh 3TO 3a TOCYIApCTBEHHBIN CUET, 3a CYET
pabGoTronatesisi); HayaTblii TIEPeXOl Ha HOBBIE YCIOBUSI
HETIPephIBHOTO MEIMIIMHCKOTO 00pa3oBaHusT (B JaHHOM
cJlyyae — B OTHOLIIEHUM Bpayeil-nH(MEKIMOHUCTOB) CO3/IaeT
onpeie/IeHHbIE TIOJIOXKHUTENIbHbIE TEHICHIMN U TIepCIeK-
TUBBI, HO B OOIIIEM CUTYaInIo MeHsteT Majio [8, 9];

— TIOBBIIIEHHBIE PUCKU BpavyeOHBIX OIIMOOK W B
1eJIoM Ie(HEeKTOB MEIUIIMHCKON TTOMOIIM B OTHOIIIEHUU
MaIMeHTOB B AeATEIBHOCTH Bpadya-MH(MEKIIMOHUCTA,

— TOBBIIIEHHbIE MHTEHCUBHOCTD U TIIyOMHA 3MOIIMO-
HaJIbHOTO BBITOpaHUS Bpaya-MH(MEKIIMOHUCTA;

3) meATeIbHOCTD Bpaya-MHMEKIIMOHNCTA BEIPaKEHHO
COmpstKeHa ¢ WHMEKIUAMU, CBSI3aHHBIMM C OKa3a-
HUEM MEIULUHCKOM TTOMOIIM, — BHYTPUOOTbHUIHBIMU
MHOEKIUSIMU (HepeIKO YCTONUMBBLIMU K aHTUOMOTUKAM
BHEOOJIbHUUYHBIMUA MHQMEKIUSIMU), YTO TAKXKE JeTePMMU-
HUPYET MOBBIIIEHHBIE PUCKHU BPAYeOHBIX OIITMOOK;

4) CONpsSIKEHHOCTh, YBSI3aHHOCTh Bpava-MHQEKIINO-
HUCTa JIeueOHO-IUAarHOCTUUYECKOTO YUPEKACHUST C CUC-
TEMOI CaHUTAapHO-3MUAEMHUOJOTHYECKIUX MEPOTIPUSTHIA
B YCJIOBUSIX MYJIBTUACTEPMUHUPOBAHHOCTHY 3a00JIeBaHUIA
U CJIOXHOM MHTEPCEKIIMOHAIBHOCTA MX MPUYMH (B TOM
YHCJIe COLUATTbHBIX).

Bce wm3I0XeHHOE OTHOBPEMEHHO TIPEIOTPEaCIsIeT
1 0co0yI0 creMdUKY MPaBOBOTO TOJOXEHUS UMEHHO
Bpavya-MHOEKIIMOHNCTA TI0 OTHOIIEHUI0 K 00IIeMy
00beMy MPaBOBBIX CTATyCOB B MPO(eCCUOHATLHOM Bpa-
yeOHOM coo01iecTBe. Bee 3TO HajmaraeT 3HAYMTETBHYIO
crenM@uKy Ha OTHOIICHUS MEXIY BpauoM-UHMEKIINO-
HUCTOM WM MALMEHTOM U MEXIY MEAUIMHCKOW OpraHu-
3alyeil ¥ MalyeHTOM, a TakKKe Ha OTHOIIEHUS MEXIy
MEIUIIMHCKOW oOpraHus3alnveil W  OCYIIECTBISIONIEH
B HEl TPyIOBbIe OTHOIIEHUS Bpa4yoM-MH(MEKIIMOHUCTOM.
W, uto ropazno 6osiee BaXXHO ISl CaMOTo Bpaua-uHGpeK-
LIMOHUCTA, BJIEUET JUISI HEro CYIIECTBEHHOE PEeayLHNpO-
BaHUE peabHBIX BO3MOXHOCTEH 3alIuIiaThCsl M OBITh
3alIUIIEHHBIM, OTCTOSITh CBOIO HEBUHOBHOCTb (ITPU 00b-
€KTUBHO CBOEif HEBUHOBHOCTH) B ciTydae aedekra Meau-
LIMHCKOM TIOMOIIM, TIOBJEKIIEro TevyalbHble TOCTe-
CTBUS JUTSI TTAIIMEHTA.

MoBbilEeHHas PUCKOreHHOCTb NPodeccuoHanbHoOm
AesTeNnbHOCTU Bpaya-uH@pEeKLUMoHUCTa ons ero
COOCTBEHHOr0 34,0POBbS

Puck nndummposaHus Bpaua-nHGEKIIMOHKUCTA (BO3-
oynutenem Tyoepkyineza, BUY u np.) Ha pabouem MecTte
(c mocneayrouMM 3a00J€BaHUEM U JaXe CMEPThIO)
3aBUCHUT OT OY€Hb MHOTHMX YCJIIOBHIA, B YMCIIe KOTOPBIX —
ycoBus ero Tpyaa. Ho kakue ObI cTporue Mephl HU TIpH-
HUMAaJUCh, 3Ta MPobIeMa OCTAETCSI.
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Exeromno B Poccum okomo 320 ThIC. MEIUITMHCKUX
pabOTHUKOB HE BBIXOASAT Ha paboTy Hu3-3a OO0JIe3HEi,
MPUBOISIIMX K MHBAIMIN3ALUU U TOBBILIEHHONH CMepT-
HOCTU CpeIM Bpadeid W CPeaHET0 MEIUIMHCKOTO Iep-
coHajla B TPYAOCIOCOOHOM Bo3pacrte. Tak, B Bo3pacTte
1o 50 yileT mokasaTeam CMEPTHOCTU MEAULIMHCKUX paboT-
HUKOB B cpefiHeM Ha 32% Bhlllie, UeM CpeHIe roKa3aTesn
CMEPTHOCTH HaceJieHusl To ctpaHe. [Ipy 3ToM MMEHHO
MH}EKIMY 3aHUMaT ToMUHUpYtoiee mecto [10, 11].

YacTHble 1opuanyeckm 3HauMmble cUTyauum
B OHTOJIOrMn NpodeccuoHanbHoO AEeATENIbHOCTU
Bpaua

B Hacrosiiiee Bpemst B Poccum B jie4eOHO-aMarHO-
CTUYECKUX MEIMIIMHCKMX YUPEXKICHUSIX HaOIIomaeTcst
pPe3KUii POCT HETATUBHOTO OTHOIIEHUST K MEAUIMHCKIM
pabOTHUKAM M 3Kajiob Ha HUX MAlMEeHTOB, a B JIETCKUX
MEIULIMHCKUX OpraHu3anusx — poaurteieit. KommaecTBo
3Kajo0 yBenmuuBaeTcs 0ojiee yeM MHTEHCUBHO.

Cutyanyst ¢ XaJaTHOCTbIO HEKOETro Bpaua, ero 0e3-
00pa3HbIM, Ge30TBETCTBEHHBIM TIOBEIEHHEM W OTHO-
IeHWeM K TallMeHTy Oojiee MM MeHee sICHa, 4TO C
MEIUKO-TIPAaBOBOM, UYTO C MEIUKO-ICOHTOJOTUYECKOM
no3uumii. 1 B HacTosIeil ctaThe He paccMaTpUBaeTCsI.
Ho uto nenatb mobpocoBecTHOMY Bpauy B CUTyallMu
kano6 mauueHTtoB? HyxHO 1M noKasbiBaTh CBOIO IMpa-
BOTY (B CMbICJIe — He Oe3HaiexkHoe Ju 3To nesio)? Beerna
JIM HEOOXOAMMO OTBeYaTh Ha kajioobl? Kakum obpazom
cnenyet oTBevyaTh? UToOBI, IO KpaitHeil Mepe, 3TOT OTBET
He ObLT ObI B TTOC/IEAYIONIEM MPUOOIIeH (B HEBBITOAHOM
JIJIST Bpada MOJAJbHOCTH) K YTOJOBHOMY ey, BO30Yy-
SKIEHHOMY B OTHOIIIEHWH 3TOTO Bpaya.

Ecnu paccMmatpuBath 10 aHAJOTUN 3aKOHA, COTJIACHO
4. 3 ct. 11 @eaepanbHoro 3akoHa ot 02.05.2006 Ne 59-d3
(pen. ot 27.12.2018) «O mopsinke paccMOTpeHMsT oOpa-
meHni rpaxknad Poccuiickoit denepanum» [12], mpaBo-
MEepHO He OTBeYaTh Ha 00pallleHMsI, ColepXKallie 0CKOp-
OUTENbHBIE BBIPAXKEHUS WJIN YTPO3bl, KaK Pean3yIolIne
HEJIOMYCTUMOe 3JIOyIoTpebieHne mpaBoM. [Ipu 3TOM
MTOHSTUE «OCKOPOUTENbHBIN» SIBIISIETCS €CIN He «0eCKO-
HEYHO PaCTSIKUMBIM», TO BeChbMa OOIIMPHBIM TIO COIEP-
SKAHWIO, HYXIAIOIIKUMCS B YTOUHEHUM B KOHKPETHOM
CUTYaLIU, TPeOYIOIIel paCCMOTPEHMS IO CYIIECTBY.

IIpumep: xamoba martepm pebeHka N., 3-x Jer,
C OKOHYATeJbHBIM JIMAarHO30M: OCTpas KUIIeYHast
nHdekuus. B xanobe marepu pedbeHKa OCHOBHOM TpH-
YUHOM NedeKTa oKa3aHUsT MEIUIIMHCKON TOMOIIY OBbLIO
yKa3aHO OTCYTCTBUE AWHAMWKU MEIMIIMHCKMX OCMO-
TPOB JEXYPHBIM BpayoM B HOYHOI TEPUOI BpEeMEHU
oT MmoMeHTa roctmTtanm3anuu B 21.00 mo 8.00. ITpm skc-
MepTu3e AaHHOW XKaJoObl ObLIO YCTAHOBJIEHO, YTO B
MMPUEMHOM OTICJIEHUN CTallMOHapa TPOBEIEH OCMOTP
nenuatpoM B 21.10 u xupyprom B 21.30. BeimonHeHHbIe
Ha 3Tare rocnutaym3auuu B nepuon ¢ 21:30 mo 22.10
HCCNIeIOBaHUST OOIIET0 aHajiu3a KpOBM, OOINEro aHa-
JIN3a MOYM, YJIBTPa3BYKOBOTO WCCJEIOBAHUSI OPraHOB
OPIOITHOM TTOJIOCTU M MCCeTOBaHUE KUCIOTHO-IIET0Y-

HOTO COCTaBa, TJIIOKO3bl U 3JIEKTPOJUTOB KPOBH TTO3BO-
JIUJTN WCKJTIOYUTh OCTPYIO XUPYPTUUIECKYIO TATOJIOTHIO,
3JIEKTPOJIUTHBIE M MeTaboJMYecKre HapylleHUs, alle-
TOHEMHUUYECKOE COCTOSTHUE, NeOIOT caxapHOro auabeTa.
Ilo 3ammcsm B mcropum Gone3Hn pedeHka N. ABaKIBI
ObIT TIPOBEIEH OCMOTP TAallMeHTa JEKYPHBIM BpauoM,
yKa3aHBbI TeMIlepaTypa TeJla pebeHKa Ha MOMEHT OCMOTpa,
MoKa3aTeju apTepuaJbHOTO NaBJIEHUsI, YaCTOThI JbIXa-
TEBHBIX IBVXKEHUN W YaCTOTHI CEPACYHBIX COKpaIleHUIA
u cratyc pebeHka. Kpome Toro, B ucropuu 00Je3HU
MMEETCsI 3aliCh O TOBBIIIEHHO-TPEBOXHOM COCTOSTHUM
MaTepy M UCITOIb30BaHUU €10 HEHOPMATUBHOM JIEKCUKU
B aJipec Bpaya v yrpo3 MPUINHEHUS Bpeia €To 310POBbIO.
TakuM obpa3oM, Xajtoba mMaTepu TTpU3HaHA HEOOOCHO-
BaHHOW M, BEpOSITHEE BCEro, MMela 3MOIMOHATbHYIO
OCHOBY. YBBI, TaKi¢ 3MOLMOHAJbHbIE BBITIJIECKHU, KOTIa
POIUTENIN VCITBITBIBAIOT OCTPEUIIINIT CTPEeCC, CBI3aHHBIN
¢ 6oJie3HBIO pebeHKa 1 HEOOXOIMMOM TOCITUTAIN3allneid
B CTallMOHAp, TOXe HaOJIOMAaI0TCs B OHTOJOTUM Bpaya-
MHGEKIIMOHKUCTA U Bpaua JIo00# crieliuaibHOCTH.

Bmecte ¢ tem, ecnu kanoba mpuszHaeTcss 00OCHO-
BaHHOWM, Bpayul HMEIOT TMpPaBO Ha OTBET C OOBsCHE-
HUSIMU 00CTOSATETLCTB OKa3aHUST METUITUHCKOM TTOMOIIINA
W colepKaHWUs OKa3aHHOW MEIWULIMHCKOM TIOMOIIH.
DTO MOXeT OBbITh CIeJIaHO C TIPUBJICYeHUEM BpayeOHbBIX
KOMUCCHIT BHYTPU MEIULIMHCKOW OpraHu3aluu, Tae
paboTaeT Bpad.

PazpabatbiBaTh KpaTKie YHUBEPCATbHBIE aJITOPUTMBI
Ha BTOT CYeT — JeJI0 COBepIIeHHO HebaromapHoe,
MO3TOMY HVXKE BKpaTIe MbI M3JOXHUM OOOOIIEHHBIM
nepeyeHb BO3MOXHBIX M HEOOXOTUMBIX IOpUANIECKHA
3HAUUMBIX NEUCTBUI. DTU AEHCTBUSI B JIOOOM cCilyyae
MPUIETCS COBEpPINATh IS 3alllMThl TIpaB, 3aKOHHBIX
WHTEPECOB W TMpodeccuoHaNbHOM YecTn Bpada. MTak,
TpeOyIoTCs CIeIyIOIINe IeHCTBUS:

1) THIaTeIbHBINA aHAU3 CYTU TPETeH3U, NHBEKTHUB,
TpeOOBaHUN U CYOBEKTUBHBIX OIIEHOK, W3JIOXEHHBIX
B KajioOe MalMeHTa, €ro 3aKOHHOTO TPeICTaBUTEN,
HaKOHeIl, eTo aJBOKaTa;

2) TIiaTeIbHOE WCCeIoBaHUEe Bcell pedepeHTHOM
MEIUIIMHCKON JOKYMEHTAWu (MEIUIIMHCKON KapThl,
HWCTOPUY OOJIE3HU, 3aKITIOUEHMI O pe3yJIbTaTax MeIUIIMH-
CKMX MCCJIEIOBAaHMIT) TI0 TaHHOMY Jeny (3To Haubosee
BaXXHBIII MCTOYHUK JIOKA3aTeIbCTB BUHBI UM HEBUHOB-
HOCTHU TI0 BpauyeOHBIM JeJlaM), OTpakalolleil COCTOSTHUS
namnyeHTa (Mpy MOCTYIUIEHUH, TTPOMEXYTOUHBIE, TTOCHe
BBIMIMCKM); aHanu3 WHGOpPMaIMK: XajoObl MalueHTa,
aHaMHe3, Ha3HaYeHHble MEIUILIMHCKUE WCCIeIOBAaHMS,
OCHOBaHUS I HUX M Pe3yabTaThl MX TPOBEICHMS,
«3a» U «IIPOTUB» KIMHWYECKOTO AMArHO3a, OCHOBAHWS
JUTS M30paHusl U colepKaHUe TAaKTHKU BelIEeHUST OOJb-
HOTO, pa3BUTHE CHUMIITOMOB, WHTEpIIpETAllUsl Pe3ysib-
TATOB aHAJM30B (BCE€ 3TO IO BO3MOXHOCTU HAIJIEXKUT
OTpaxkaTh B MEAVNIIMHCKOM JOKYMEHTALINN);

3) cOop 0OBsICHEeHU# y Apyrux (MOMUMO OOCyXKa-
eMOro Bpaya) COTPYAHUKOB MEIMIIMHCKON OpraHu-
3allM, B paMKax CBOEro MeIUIIMHCKOTO (hyHKIIMOHAIa
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O0IIaBIIMXCSl € MalMeHTOM (00XaJoBaBIIEro eii-
CTBMSI Bpaya), OCYIICCTBJISIBIIUM TEPBUYHBIM OMPOC
WA OCMOTp JTMOO MEAULIMHCKHUE MCCIeIOBAHUS 3TOTO
MmanyeHTa;

4) xomternanbHasi (MM pacripeie/ieHHas 1Mo Hec-
KOJIbKMM IIPYTMM BpadaMm) SKCIepTH3a JeHCTBUI Bpada
(4bM  IEUCTBUST OOXaJOBaHBI B aIMUHUCTPATUBHOM
TIOpSITKE WJIM  TIOBJICKJTM  YTOJIOBHO-ITPOTIECCYATHHYIO
MPOBEPKY, BO30YXKIEHUE YrOJIOBHOTO Jieja) — B 4YacTu
00OCHOBaHHOCTM W aJeKBaTHOCTU TIPOU3BEICHHOTO
UM MEIULIMHCKOTO JMArHOCTUYECKOTO OOCeIOBaHUS
1 ompoca MM TaiyeHTa (00XaJoBaBIIETO JIECTBUS
Bpaya), TTOCTAHOBKM IWarHo3a, Ha3HauYeHWs MeIUIIMH-
CKUX WCCIeNOBAaHUN W TAaKTUKW BeJeHUS OOJBHOTO;
puyeM, rnoJjiaraeM, 000OCHOBAHHO /1Jist OoJibieit apdek-
TUBHOCTH U OOBEKTMBHOCTH PACCMOTPEHUST M OLIEHKH
cjydyasi HE TOJbKO alpUOPHO B 3alIUTY OOCYXIaeMOTO
Bpaya, HO ¥ (B JIMIIE CIELIMATBHO BBIIECJIEHHOTO CITEIN-
aJuCcTa DTOM XXe MEIMIIMHCKOW OpraHu3alnu) B COCTSI-
3aTeJIbHOM (TIPOUTPBIBAHUE CHUTYallMW) pPacCMOTPEHUU
B 3alLIUTYy TPEOOBAHUIA MAIIMEHTA;

5) mpu OOBEKTUBHO BBISIBIEHHOM Jedekre oka-
3aHHOU MEIMWIIMHCKOW TMOMOIIM OIIEHKa BKJIala BCEX
00CTOSITETLCTB M BCEX TMPUYACTHBIX JIUI, BUIA TaKOTO
nedexra (HeBUMHOBHOE TTOBeJeHUE Bpaya B YCIIOBMSIX
BpaueOHOI omMOKM, JIMOO HECUacTHBIN ciydait, JIMbo
nedekT papMaleBTUIESCKOTO 00ecIieueHus1, cOOil Mear-
LIMHCKOM anmapaTyphl, XaJJaTHOCTh B IEMCTBUSIX 00CYXK-
JIaeMOTO Bpaya W1 MHOTO 3a1eiiCTBOBAHHOTO METUITUH-
ckoro pabotHuka) [13, 14];

6) Ipy HEOOXOAMMOCTH, MIPOBEACHNE TUIHBIX BCTpEY
C 3aABUTENSIMU JUISI YTOYHEHUS W/ JOBEICHUS
MTO3UILINI, COTIACOBaHUS TyTeil IJIsT pa3pelieHUs] KOH-
(nukra;

7) Ha BpauyeOHOW KOMHUCCUU YTBEPXKIEHHWE OKOH-
YaTeJIbHBIX UTOTOB PAcCMOTPEHUS XKajoObl U 00CTOSI-
TEIbCTB Jiejla, TeKCTa MUCbMEHHOTO OTBETa TMALIMEHTY
WX TIpoBofsiieMy (1o kajgobe TaluMeHTa) TMPOBEpPKY
oprasy.

IMpakTnyeck Ha KaXIOM W3 YKa3aHHBIX B5TarloB
MOXET KpPBITbCS CYIIECTBEHHO 3HauyMMasi OCHOBa
IIJISI TIPABOBO (FOPUAMYECKOIT) OLIEHKHU XaloObl U OTpa-
>KaeMOW er0 CUTYall¥, a PaBHO IS OIIEHKU CyIcOHOM
MepPCITeKTUBBI paccMoTpeHus. OMHAaKO 37eCh ke MOXHO
OTBICKATh peJieBaHTHBIE 0OOCHOBAHUST HE TOJHKO HEBU-
HOBHOCTHM Bpaya B YTOJIOBHO-TIPAaBOBOM, aJIMWHUCTpa-
TUBHO-TIPABOBOM U TPaXkIaHCKO-TIPABOBOM CMBbICTaX
U 3HAYEHUSIX, HO U 00OCHOBaHME COONIONECHMUST UM BCEX
HEOOXOMUMBIX TTPOTOKOJIOB, KIMHUYECKUX PEKOMEH-
JALMi, COOTBETCTBUS ero (M APYruxX Bpadeil B 3TOM ke
CUTYallMM) MOBEIEHNS pa3yMHOMY TTOBEICHUIO.

ITpumep: B kanobe otiia pebeHka W. IByX JIeT oTMeua-
JIOCh, YTO TIPY YCTaHOBJIEHHOM JauarHo3e RS-mHdekumnm
C BBIpaXEHHBIM OPOHXOOOCTPYKTUBHBIM CUHIPOMOM
JIlevyaliuM BpauyoM He OblTa Ha3HayeHa TPOTUBOBUPYCHAS
STUOTPOITHASI Tepamnuss W 3TO TPUBEIO K YXYAIICHUIO
COCTOSIHUSI, Pa3BUTHIO TTHEBMOHUM Y HAHECIIO BPeJl 3110~

NEPELJOBAS

poBbI0 pebeHka. OmHAaKO B UCTOPUU OOJIE3HU TIPU TTOCTY-
IJIEHWW He OBUIM ONMUCAaHbl KJIWHUYECKHWE CHUMITTOMBI
OpPOHXOOOCTPYKTMBHOTO CUHIpPOMa, aHajJIu3 KpOBU
Ha RS-Bupyc He OBLT B3T, Ha peHTTeHOTpaMMe OpPTaHOB
TPYIHOM KJIETKU — OTpakeHbI TPU3HAKY HaUYMHAIOIIEeHCS
MPaBOCTOPOHHEN MHEBMOHWY, Ha3HaYeHa aHTUOAKTEPU-
ajJibHas Teparnusi THeBMOHUU. 2Kajo6a MOXeT ObITh TIPH-
3HaHA HE COOTBETCTBYIOIIEH KIMHWYECKOW CUTyalluu,
OTpaKEHHOM B MEIWILIMHCKON KapTe CTallMOHApHOTO
0OJILHOTO.

OGpaleHne TpaxaaH B TPaBOOXpPaHUTEJTbHBIE
OpraHbl IO CHUTyallusiM, B KOTOPBIX UMeJcs nedeKkT
MEIUIIMHCKON TIOMOIIM WJIM TaKOBble TaK CyOBbeK-
TUBHO OLIEHEHBI 3asIBUTEIISIMU, HEPEIKO 3aKaHUMBACTCSI
OTKPBITHEM YTOJOBHOTO Aena. K mpuMmepy, 1o TaHHBIM
CrnenctBeHHoro komurteta Poccuiickoii ®Denepaunu,
TobKO B 2016—2017 TT. B IPOU3BOACTBE CJEACTBEHHBIX
opraHoB Poccuiickoit denepaniny Haxoauaoch 143 yro-
JIOBHBIX JieJla B OTHOIIEHWU 167 WLl CO BCTYMUBIIUMU
B 3aKOHHYIO CHMJIy CYA€OHBIMU pelleHussMU. JlesHus
MEIUIIMHCKUX PAaOOTHUKOB IO 3TUM JejiaM KBaJlu-
¢uumrpoBaHbl B OOJBIIMHCTBE Ciiy4aeB 1o cratbe 109
«[TpyumHeHWEe CMEPTU IO HEOCTOPOXKHOCTU» YTOJIOB-
Horo Komekca Poccwuiickoit ®Peneparuu (78% npen),
a takxke crartbsiM 118 «[IpuumHeHMe TSKKOTO Bpena
3J0POBBIO TI0 HEOCTOPOXHOCTU», 124 «Heoka3anue
nomoiu 6osbHOMY», 238 «IIpon3BonCcTBO, XpaHEHME,
rnepeBo3Ka JIMOO COBIT TOBAPOB M MPOMYKIIMHU, BBITION-
HeHMe paboT WM OKa3aHWe YCIyT, He OTBeYalolInX
TpeboBaHMIM Oe30ImacHOCTI» U 293 «XaJaTHOCTb» YTo-
JoBHOTO Kozaekca Poccuiickoit Menepanuu [2]. XoTs
Bpauynl-UHMEKIMOHUCTEI HE BXOISAT B MSATEPKY TPO-
deccroHaIbHBIX Ccrieluann3alnii, narimnux Haubosee
CYIIIeCTBEHHBIE MPUPOCTHI YKciIa Ae(EeKTOB MeIUIINH-
CKOW MOMOIIIM, a CaMU MacIITaObl He CIIMIITKOM BEJTUKU
B MacmTabax CTpaHbl, (pukcupyemast B nociaeanue 10
JIET TEHIEHIMST He MOXET He BBI3bIBaTh TPEBOTH U Tpe-
JOTIpeAeNIsieT aKTyaIu3aluio 00CyKIaeMoro TeMaTude-
CKOTO TOPU30HTA.

Bonee Toro, mpobyiiema ycyryOJsieTcst TeM, 4TO Cpeaun
JIMYHOTO cocTaBa opraHoB CJieCTBEHHOTO KOMHUTETa
Poccuiickoit Ddenepannu, opraHoB MPOKypaTypbl Poc-
cuiickoit Menepaiuy MPaKTUIECKN HET KOMITETEHTHBIX
CMEeUaNCTOB B MEIUIIMHCKONM TipaBe, dapmaleBTU-
YyecKOM TpaBe M OuoaTuke. [Ipm peleHUM Borpoca
0 BUHE Bpaya U MPUBJIEUEHUN €ro K YTOJIOBHOW OTBET-
CTBEHHOCTH, Harmpumep, no crarbe 109 «[IpuunHeHune
CMEpPTU MO HEOCTOPOXHOCTH» My 118 «IIpmunHenue
TSDKKOTO Bpela 3J0pOBBIO MO HEOCTOPOXKHOCTU» YTO-
JIOBHOTO Komekca Poccwuiickoit Demepaliivi UCTIOIb3Y-
JOTCS 3aKJTIOYEHUST CyIeOHO-MEeINIIMHCKNUX 3KCIEPTOB
U 9KCTEPTOB-KIUHUIIMCTOB, B OTHOIIEHUM KOTOPBIX
TOXE €CTh PSIJ BOITPOCOB, PaBHO KaK M MPaBOBBIX MPO-
0eJIOB B 4aCTHU YPETYJIUPOBAHUS X MPOPECCUOHATBHOM
NIeSITeTbHOCTH.

ITpu paccMOTpeHMU KOHKPETHBIX ClydaeB HebJaro-
MPUSITHBIX UCXOIOB Bpaya 3a4acTylo OOBUHSIOT B HECO-

POCCUVCKWI BECTHUK MEPUHATOJIOMMW U MEAVATPUM, 2020; 65:(2)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2020; 65:(2)



Maszankoea JI. H. u coagm. I1paBoBble aCTIEKTHI B PAKTHKe Bpavya-nHOEKIMOHUCTA

OJII0ICHUM CTaHIAPTOB OKa3aHUSI MEAUILIMHCKOM MTOMOIIN
1o Toi# iy uHoit Ho3onornu. CornacHo MeneparbHOMY
3akoHy otr 21.11.2011 Ne 323-®3 (pen. ot 27.12.2019,
¢ u3Mm. ot 13.01.2020) «O6 ocHoBax OXpaHbI 310POBbSI
rpaxnaH B Poccuiickoit @enepauum» [15], cooTBeTCTBHE
JIe4eOHO-TMAaTHOCTUIECKNX MEpPOTIPUATUIN  MPUHSATHIM
cTaHmapTaM 00s13aTesIbHO, 10 KpaiiHeil Mepe B 4acTh MX
yueta (M. 4 cT. 10, 9. 1 ¢cT. 36.2, m. 4 9. 1 cT. 37, m. 3 4. 2
ct. 37. CorachHo 1. 3 4. 1 ct. 37 DenepanbHOro 3aKoHa
ot 21.11.2011 Ne 323-dD3 «O6 ocHOBax OXpaHbI 3T0POBBSI
rpaxknaH B Poccuiickoii ®emepauinn», MeTULIMHCKAST
MOMOIIlb, 3a WCKIIOUYEHUEM MEIUIIMHCKON TTOMOIIIH,
OKa3bIBa€MOI B paMKax KIMHUYECKOI arpobaiimu, opra-
HU3YETCSl U OKa3bIBAeTCsl HA OCHOBE KIIMHUYECKUX PEKO-
MeHaauui, TpeOoBaHUSI K pa3pabOTKe M YTBEPXKIECHUIO
KOTOPBIX oImpenesiiorest ¢r. 37 atoro MenepallbHOTO
3akoHa [15].

OmHako ceromHs (DUKCHUPYETCS  OTpeneeHHbBIN
pa3pblB MEXIy cTaHaapTaMu MuH3apaBa ¢ JUIMTENb-
HBIMM CPOKaMM  3alporpaMMHMPOBAHHOTO JIEMCTBUS
(HampuMep, MO AeTCKMX MHQEKIUSIM) U KIMHUIECKUMU
MPOTOKOJIaMU, OOHOBIISIEMBIMU PETYJISIPHO, KOTOpbIE
B CYIIECTBEHHO OOJIbllIel Mepe COOTBETCTBYIOT COBpE-
MEHHBIM TOAX0JaM K JTMAarHOCTUKE U JICYCHUIO C TIPU-
MEHEHWEM HOBBIX MEIWUIIMHCKUX TeXHOJOTUI M JIeKap-
CTBEHHBIX cpeAcTB. JlokasaTb BUHY Bpauda, WCXOMIS
U3 BBISIBIEHUS (akTa U (UKCAllMM Mepbl paccoriaco-
BaHUs €ro JeWCTBUI (MX HECOOTBETCTBUSI) CTaHIApTaM
OKa3aHWsI TOMOIIM W KIMHUYECKUM PEeKOMEHIALIMSIM,
BeCbMa 3aTPYAHUTEIBHO (€CJIM BECTU pedb 00 0ObEKTHB-
HocTHu) 0e3 yuyera MHOTO(AKTOPHOTO aHaiv3a MUCTOPUU
0o0JIe3HU M JEWCTBUIA Bpaya y MocTesid OOJIbHOTO, OCO-
OeHHO ¢ WH(PEKIMOHHON TaToJ0THUe, MPU KOTOPOW
MOATBEPXK/IeHWE auarHo3a TpeOyeT BpeMeHHU (IOopolo
CYIIECTBEHHOT0), a MPUHUMATD pellieHe B KOHKPETHOM
CUTYyallMW IO OUArHOCTHKe, AUdhepeHINaTbHON Trar-
HOCTUKE U JIEYEHUIO HY>KHO Oe30TjIaratejibHo.

Peskoe 1 ckopoTeuHOe yXyAIIeHUe COCTOSTHUS TTaly-
eHTa U TIOCJIeNYIOIIUI JIETATbHBI MCXO HEPENIKO SIBJISI-
eTCsT CJICICTBUEM 3aTSITUBAHUSI TIPUHSTUS PEIIeHUS
MO0 aJeKBaTHOMY OKa3aHWIO MEIULMHCKOW TMOMOIIIH.
Ho takoe 3aTsiruBaHue, B CBOIO Ouyepeib, MOXET ObITh
JIETEPMUHUPOBAHO OOBEKTUBHBIMU OOCTOSITETLCTBAMU
IMTOMMMO BOJIM Bpava (ITOBTOPHBIE MEIUIIMHCKUIM HCCTie-
JIOBaHWUSI, MPOOJIEeMbl TUaTHOCTUKKU U 1p.). B aTux ycno-
BUSIX MBJIMIITHSISI CTIEIIIKa MOXKET TTOBJIeUb ellle OOJIbIINe
MpoOaeMBbI 1JIs TTallMeHTa, CYIIECTBEHHO 0oJiee BHICOKHE
PUCKM HETIONTPAaBUMOTO BPeJia €ro 3M0POBBIO UM JIaXKe eT0o
rubenu. Ecnu HesceH auarHo3, TO COBEpIIeHHO HEBO3-
MOXHO Ha3HAYUTh aJIeKBATHYIO TepaItuio.

Ho B Takux ciyvasix Oe3nmeiicTBHME Bpaya CJEACT-
BEHHBIMU OpraHaM{ W OpraHaMUu JTO3HaHUs OlleHWBA-
eTCcsT KaK Haxopslieecss B TIPSIMOW MPUYMHHO-CIIEICT-
BEHHOM CBSI3W CO CIYYUBIIMMCS HeOJIaronmpusTHBIM
ucxonoM. M ato sBisieTcsl CylIeCTBEHHOM TPoOJIeMoit,
IMOTOMY YTO Bpady Haao JOKa3bIBaTh MPABOTY CBOMX Aeii-
CTBUIA, B TOM YMCJIe TIPABOTY IPUHSITOTO UM PEIIeHUS —

OTCYTCTBHME IEWCTBMII B TeYeHUE KaKOTo-TO Tepuoja.
Hanpumep, ecnu peub uaet o6 MHGEKIIMOHHOM 3a00-
JIeBaHUU (PYTbMUHAHTHOTO XapakTepa ¢ TapaHTUPO-
BaHHBIM (Ha COBPEMEHHOM YPOBHE Pa3BUTHS MEAUIIMHBI)
JIETAIbHBIM MCXOJOM WJIM WHBaJUAW3alveil U JUarHo-
CTHKa OblJla OrpaHWYeHa BpeMeHeM, HeOJIaronmpusTHBIM
HWCXOJ HETIPEIOTBPATHUM B JIIOOOM ciiydae.

OT Takoro ropu3oHTa COOBITUII HEOOXOOUMO OTrpa-
HUYMBATh CUTYallUM C SIBHOM TPSIMOIM TMPUIUHHO-CIIEI-
CTBEHHOW CBSI3bI0 MEXIY Ae(peKTaMu OKa3aHWsl Meau-
IIMHCKOM TIOMOIIM W HEOJaronmpUATHBIM  HMCXOIOM
3a0osieBaHMsI. K TakMm citydasiMm MOXXHO OTHECTH HECBOE-
BPEMEHHOCTh OKa3aHWs IMOMOIIN, HEIOOLEHKY JTaHHBIX
aHaMHe3a U TSIKECTU COCTOSIHUSI OOJIbHOTO, HECOOJII0-
JIEHWE CTaHIapTOB U MOPSIIKOB OKa3aHWSI MEIULIMHCKOMI
TMOMOIIY, B TOM YHCJIE HEIOCTATOYHOCTh 00CIeIOBAHMS,
MPUBEIIINX K TTOCTAHOBKE HEMpPaBWJIHLHOTO JMAarHo3a.
TTpumep: peGeHOK IPpyTHOTO BO3pacTa B TSKEJIOM COCTO-
SIHUM MOCTYIaeT Ha 3-ii IeHb 00JIe3HU B MPUEMHOE OT/Ie-
JIeHWe CcTaloHapa ¢ TIpuU3HaKaMU TOKCHUKO3a, JbIXa-
TETBHON HETOCTATOYHOCTU BCIICACTBUE OOCTPYKIIWU,
¢ temreparypotii Tesa 39 °C. CraButcst nuarios «OPBU».
Jleuenue cumnroMatyeckoe. O6cIenoBaHue He TTPOBO-
nurtcs. Yepes 2 4 HacTynuia cMepTh peOeHKa OT JibIXa-
TEJbHOW M CepAeYHON HEeAOCTaTOYHOCTH Ha (oHe
ITHEBMOHMU, TIJIEBPUTa, MEHUHTUTA, TOATBEPKIECHHBIX
MPpU BCKPBITUM KaK TeHepaln30BaHHas OaKTepuaiabHast
WHOEKIINS ¢ TTOTMOPTaHHOM HETOCTaTOYHOCThI0. Heoka-
3aHMe TMarHOCTUYECKOM M JieueOHOM TTOMOIIM Ha TOTO-
CMUTAIBHOM W TOCIUTAJIbLHOM 3Tare SBUJIOCh TIpU-
YUHHO-CJICICTBEHHON CBSI3bI0 C JICTAIBHBIM MCXOJOM.
Eme mpuMmep: He yuTeHBI U He cOOpaHBI JaHHbIE aHaM-
He3a 0 HaJW4Mu y pebeHKa HapylleHW puTMa cepala
¥ He TIPOBeAeHBI MCCITeoBaHMs paboTHI cepalia Ha (DoHe
OCTPOro WH(MEKIMOHHOTO 3a00JieBaHUSI, JUXOPaIKU,
WHTOKCHUKAILIMU, YTO TIPUBEIO K OCTaHOBKE Ccepala
OT apUTMOTEHHON KapAWOTNaTUM Ha BBICOTE TeMIlepa-
Typhl Tena 39 °C.

Ho m B Takux ciyyassx HeoOXOAMMO pa30UpaThbCs
B TOHKOCTSIX CUTYAIIHi1, XOTSI OBl 11T TOTO, YTOOBI MTPEI0T-
BpPaTUTh MX TOBTOPEHMUE.

OueHUBaHNUE NEWCTBUII Bpada BO3JIOXKEHO Ha Bpa-
YeOHYI0 KOMUCCHIO (B YaCTH ee KOMIIETEHIINH ), KOTOpast
comtacHo 4. 2 cT. 48 ®enepanpHoro 3akoHa ot 21.11.2011
No 323-P3 «O6 ocHOBax OXpaHbl 3IOPOBbSI TpaxkIaH
B Poccuiickoit ®denmepann» co3gaeTcss B MeIULIMH-
CKOM OpraHu3aliii, B YHUCJIEe TPOYero B LEJSIX TpU-
HATHUS pellieHNI B HanboJiee CTOXHBIX M KOH(MIUKTHBIX
clyJasiX IO BOMpocaM NPOMPUIAKTUKUA, TMATHOCTUKU,
JIUeHNST M MEOWIIMHCKON peabmimTanuu, npodeccuo-
HaJIbHOM TIPUTOIHOCTH HEKOTOPBIX KaTeropuit padboT-
HUKOB, OCYIIIECTBJICHUSI OLIEHKM KavyecTBa, 00OOCHOBaH-
HOCTU U 3(G(MEKTUBHOCTH JIeYeOHO-TMaTHOCTUIECKUX
MEpOTPUSATHI, B TOM YMCJIe Ha3HAYEHUS JIEKapCTBEHHBIX
MperapaToB, Ha3HAUYECHUST M KOPPEKIIUU JICUSHUS B LIEJISIX
ydyeTa JTaHHBIX TALMEHTOB MpPU OOeCTeYeHUH JieKapCT-
BEHHBIMU TIpeTriapaTaMM, a TakKe TPUHSATUS pelIeHUs
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MO0 WHBIM MEIWIIMHCKUM BOTpocaM. Bompoc ToJIbKO
B TOM, HACKOJIBKO JEHCTBUTEIHLHO BECOMBI DPEIICHUS
BpauyeOHbBIX KOMUCCHUIA B paMKax yroJIOBHBIX fie [15].

UHdekuun, ceasaHHble C Oka3aHUeM MeAULUHCKOMN
NOMOLLUMU, B AeATENIbHOCTU Bpaya-uHpeKLnoHnucTa
(yrpo3bl nauueHTam)

BryTpubGosbHUYHBIE MHGEKIIMU — B 3IpaBOOXpa-
HEHMU 3TO OJIHA U3 CEPhE3HENIIMNX MPOOJIeM HEe TOJIBKO
nporwutoro [16, 17], Ho u coBpemenHoctu [18]. Hecay-
YyaifHO B 3apy0eKHOM 3aKOHOJATeIbCTBE 3TUM BOIIPOCaM
MpUIaeTcsl 04eHb 0OJIbIIIOe 3HAYeHNEe, K HUM OTHOCSTCS
co Bceit cepbesHocThio (ctatbu L. 1142-17, L. 1142-
17-1, L. 1142-22, L. 1142-6, L. 1142-5, L. 1142-14, L.
1142-28, L. 1142-8, L. 1142-21 ®paniy3ckoro Komekca
snpaBooxpaHeHus [19]). T.C. Eickhoff u coast. [16] ete
50 et Ha3am MUCAIN, 9YTO XapaKTep TOCITUTAILHOM TTepe-
KPECTHOM MH(MEKIINN CUITHHO U3MEHUJICS C TIOSIBJICHUEM
5pbl aHTUOMOTHUKOB, YTO 3a(hMKCUPOBAH U J1axKe 3a10KYy-
MEHTHPOBaH yXe K TOMY BpeMeHU HeTpepbIBHO pa3BU-
BalOIINICA XapaKTep BHYTPUOOJBHUYHBIX WHOEKIIUIA,
YTO  W3MEHEHWe  XapakTepa  BHYTPHOOJIbHUYHBIX
MHOEKIWH, OYEeBMIHO, HAIMPSIMYIO CBS3aHO M YacTo
SIBJIIETCST TIPSIMBIM Pe3yJIbTaTOM M3MEHEHUs XapaKTepa
MEIUILIMHCKOM TOMOIIIH.

CoryacHo ompeaeleHuo, AaHHOMY BceMupHoit
opraHuzauueit 3apaBooxpaHenusi (BO3), BHyTpu-
OonpHMYHAA WHGEKUIUsS — I3TO J1000e KIMHUYECKU
BbIpaXXEHHOE 3a00JieBaHUE MUMKPOOHOTO TIPOMCXOXK-
NeHus1, mopaxatroliee OOJbHOTO B pe3yjbTaTe ero
TOCTIUTAIM3AMM WM TOCEUIeHUsT Je4eOHOro y4upe-
KIEHUSI ¢ 1eblo JIeYeHMSI, a TakXKe OOJIbHUYHBIN
MEepCoOHaJl B CUJIy OCYIIECTBJICHUSI UM JIESTEIbHOCTH,
HE3aBUCUMO OT TOTO, MPOSBISIOTCS WJIN HEe TIPOSIBIIS-
IOTCSI CUMIITOMbBI 3TOTO 3a00JeBaHMSI BO BpeMsl Haxo-
XIeHus JaHHBIX Jaull B craumoHape [20]. CormacHo
BO3 «mHbekum, cBsI3aHHbBIE C OKa3aHUEM MeIUIINH-
ckoit momoun (MCMII), npencraBiasioT cepbe3HYIO
nmpoOJieMy OOIIECTBEHHOTO 37paBOOXpPAHEHUSI B CUITY
WX 4YacTOTO BO3HUKHOBEHMSI, TOCKOJBKY OHM TpH-
BOJISIT K 3a00JIEBAEMOCTH M CMEPTHOCTU U COCTaBJISIIOT
3HAYUTEJbHOE OpeMsl IS TMalueHTOB, MEIMIIMHCKUX
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CoBpeMeHHbI€e MOAXO0/IbI K OlIEHKe MoKa3aTeJieil Gu3nyeckoro pa3BuTHs y ieTei mepBbIxX
MecseB XKU3HU

I'A. Ansmosckas, E.C. Caxaposa, E.C. Kewuwsan

OCIN «Hay4yHo-1ccnenoBaTenbCKUin KNIMHUYECKUIA MHCTUTYT neamatpum M. akagemuka tO.E. Benstuuwesa»
BGraoy BO PHAMY um. H.U. Muporosa Muusapasa Poccun, Mocksa, Poccus

Modern approaches to the physical development indicators in children in their first
months of life

G.A. Alyamovskaya, E.S. Sakharova, E.S. Keshishyan

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

OnHoil U3 327124 COBPEMEHHOI eIMaTPHH ABJISIETCS pa3padoTKa CTAHAAPTOB NPUPOCTA MOKa3aTeJieil (PU3UYeCKOro pa3BUTHA y IeTei
nepBbIX JieT XKu3Hu. KimHnyeckue nccieoBaHus MOKa3aM, YTO 3HAYEHNSI MACCO-POCTOBBIX MHIEKCOB HE OTPAKAIOT COCTAB TKAHEI
B OpraHM3Me W He MOTYT MCHOJIb30BATbCS KAK OCHOBHbIE NMOKA3aTeJM FAapMOHWYHOCTH pa3BuTHs. B ompeneseHHble BO3pacTHbie
Mepuo/bl 3HAYEHUS MACCO-POCTOBBIX MHAEKCOB KOPPEIUPYIOT C CO/IePKAHUEM TOlIei 1 2KMPOBOil MACChl M MOTYT KOCBEHHO CBHUIE-
TEJbCTBOBATH O PHMCKE BOZHUKHOBEHHSI META00IMYECKMX HApyIeHUil B 3peJioM Bo3pacTte. Ha cKopocTh MPUpOCTa OCHOBHBIX NMOKA-
3aresneil ¢pu3nueckoro pa3BuTHs (Macca M JJIMHA TeJa, OKPYKHOCTb T'0JIOBbI) CYHIECTBEHHOE BJIMSIHHE OKA3bIBAET BCKAPMJIMBAHHE
pedeHKa Ha MepPBOM TOJY JKU3HH; TeMIbl (M3MYeCKOro Pa3BUTHS TAKKE ONpPEAeNSIOTCS reCTAMOHHBIM Bo3pacToM. I ouneHku
(pusnyeckoro pa3BuTHs HeJJOHOUIEHHBIX JI€Tel, 0COOEHHO POIAMBUINXCS paHee 27-ii He/le) I, J0JLKHBI MCTIOJIb30BAThCS ClieHUAJIbHbIE
HEeHTUIbHbIE KPUBbIE, YYNTHIBAIOIIME BU]] BCKADMJIMBAHUS U COBPEMEHHbIE 0COOEHHOCTH TAKTHKH BbIXaKUBAHMS.

Karoueente caosa: HedornouleHHble 0emu, tj)u3ultecx0e paseumue, Macco-pocnioesle um)eiccw, UEHNU/NbHbIE KpUeble.

Ans untupoBauuns: Ansmosckasi I".A., Caxaposa E.C., KeunisiH E.C. CoBpeMeHHbIe NoAX0Abl K OLEHKE rnokasatesnei puan4eckoro pa3sutums
y AeTeri nepBbix MecsLEB Xn3Hu. Poc BecTH nepuHaron v neguatp 2020; 65:(2): 15-21. DOI: 10.21508/1027-4065-2020-65-2-15-21

The design of new growth standards for infants in first years of life is one of the important problems in pediatrics today. Clinical issues
showed, that body mass indices are not representative for body composition and couldn’t be used as indicators of growth harmony.
In definite periods of age, body mass indices correlate with fat-free and fat mass and can be predictors of metabolic disturbances
in adulthood. Child’s feeding in first year of life substantially influences to monthly gain of weight, height and head circumference;
growth rate is also determined of gestational age. For growth assessment in premature infants, especially born before 27 week of preg-
nancy, special centile growth curves with considering of feeding and modern nursing tactics should have be used.

Key words: premature babies, physical development, mass-growth indices, centile growth curves.
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NPpEACTABIAIOT KaK 3aMCIJICHUEC TCEMITOB q3H3H‘{CCKOF0
pasBuTHudA, TaK W CIHNIIKOM WHTEHCUBHbBINA IIpUpoCT

POCT U pa3BUTHME — KJIIOUEBbIE XapaKTEePUCTUKU
Teproia IeTCTBa — OCHOBHBIE MapKephbl 3I0POBBSI

M aJeKBaTHOTO MuTaHus. [1o MHEHUIO psiaa MCCIeno-
Baresieil, KOHCTUTYLUMOHAJbHBIE THUIIBI, CJIOXHWBIIUECS
K Mepuoay MJIaIlero IKOJbHOro Bo3pacTa, B 70—85%
ciydaeB ocTalTcsl TocTosiHHbIMM [1].  HapyiieHue
TEMITIOB (PM3UYECKOTO DPAa3BUTHSI MOXET WMETh HebOJa-
TOTIPUSITHOE TIPOTHOCTUYecKoe 3HaueHue. [Ipobiaemy
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nmokasarejieii. B mepBoMm ciydae 3aMemsieHHEe TEMITIOB
MPUPOCTa OCHOBHBIX TTOKa3aTeieil pa3BUTUS MOXKET
OBbITH TIPOTHOCTUYECKM HEOIATONMPUATHBIM MPU3HAKOM
CTAHOBJICHUSI KOTHUTMBHOTO CTaTyca B OoJiee TO3THME
BO3pacTHbIE CPOKU (OCOOEHHO y HEJOHOIIEHHBIX JeTei)
M B LIEJIOM TOCTOBEPHO Yallle aCCOIMUPYETCS C BEICOKOIM
3aboseBaeMocTbio. Bo BTOpoM ciyyae M30BITOUHBIN
MPUPOCT, HATIPUMEP, MacChl TeJla B TIEPBbIE MECSIIbI
KU3HM pebeHKa MOXKET TMPUBECTH K (HOPMUPOBAHUIO
MeTaboJMIeCKUX HapyIIeHU ! (caxapHblii f1abeT, TUTep-
TOHUYecKasl 00JIe3Hb) B OoJiee cTapiieM Bo3pacte [2—4].
M306BITOYHBIN MPUPOCT MACCHl Tejla B paHHEM JIETCKOM
BO3pacTe TMOBBIIIACT PUCK BO3HUKHOBEHUS OXUPEHMS,
KOTOpO€ B HACTOSIIIeEe BpeMsT TIPEICTaBISAET OOJBIIYIO
MpobJieMy — BO MHOTHX €BPOTEHCKUX CTpaHaX pacrpo-
CTPAaHEHHOCTb OXWPEHUsI cpenu nereir 5—17-1eTHero
Bo3pacrta nocturaet 20% [5].

duznyeckoe pa3BUTHE XapaKTEPU3YETCST COBOKYITHO-
CTBhIO aHTpoNoMeTpuuecKux mnokasareneit. [Ipu oGcre-
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JIOBaHUM pebeHKa TIepPBBIX JIET XM3HU 00s3aTeIbHBIM
CUYMTAeTCs] U3MEPEeHNEe MacChl Tejla, IJTMHbBI TeJla U OKPYX-
HOCTH TOJIOBBI; U3MEPEHUE OKPYKHOCTHU TPYIU 1I€JeCO-
00pa3HO TOJIBKO Y JIeTeil 0cO0O0I TPYIINbI C U30BITOYHBIM
MPUPOCTOM OKPYXXKHOCTU TOJIOBBI JIJISI COMOCTAaBJICHMUSI
MX 3HaYEHUI MeXIy co0Ooii B Tpolecce JMHAMUUYECKOTO
HaboneHus [1, 6].

Ha ckopocTh mpupocta mapamMeTpoB (U3NYECKOTO
pa3BUTHUS BIUSIIOT MHOTHE (DaKTOPbl — TeHETUYeCKUe
(KOHCTUTYLIMOHAJIbHBIE), COLIMAIbHO-3KOHOMUYECKHE,
HaJlMyue COMYTCTBYIOUIMX 3a00sieBaHuii. bosbliioe BiIu-
sTHUE OKa3bIBaeT NMUTaHUE peOeHKA C MOMEHTA POXKIECHUS
U Ha TIPOTSDKEHWM BCEro Iepuoja paHHEero JeTCTBa.
Jnst anekBaTHOM OLIEHKY (DU3UYECKOTO Pa3BUTHS Y AeTei
paHHero Bo3pacTa HEOOXOAWMbl HOPMATHMBBI, BbHIYM-
CJIEHHBIE C Y4YETOM TeCTAallMOHHOTO BO3pacTa, HYTpU-
TUBHOM TOAAEPXKKHU, OCOOCHHOCTEH YCIOBUI OKpyXKa-
o1t Cpelibl B TIEPBbIE MECSIIbI XKU3HU pebeHKa.

MeToapbl oLeHKM noka3aTenen Gusnyeckoro
pa3Butua y aetei

Panee B OOoJbIIMHCTBE ciy4yaeB [JIsl OLEHKMU THUHA-
MUKU (HU3UYECKOTO DPA3BUTUSI U3YydaIu abCONIOTHBIE
3HAYEHUsI MacChl Tejla, POCTa, OKPY>KHOCTU TOJIOBBI.
B Hacrost1Iee BpeMst IIOHSATHO, YTO IMTPUPOCT aOCOIOTHBIX
3HAUCHWII He OTpaXaeT TapMOHUYHOCTU Pa3BUTHS,
B CBSI3W C YeM B TTOBCEIHEBHOU TMPAaKTUKE IUTSI OTICHKU
(usuyeckoro  pa3BUTUSI  UCTOJB3YIOT  Pa3JIUYHbBIE
WHIEKChl — B 4yacTHOCTU MHAeKc Macchl Tena (MMT),
MPEICTaBISIONINI COO0I OTHOIIIEHUE MACChI Tejla, BbIpa-
KEHHOW B KWiIorpammax, K JUIWHE Tejla, BBIPaKeHHOM
B MeTpaxX M BO3BEJACHHOIN B KBaJpaT, a Takxke MPOCTOe
Macco-pocToBoe oTHouleHue (uHaeke Kerne 1) — oTHO-
IIEHWe Macchl Tejla B rpaMMax K JUIMHE TeJla, Bblpa-
>KeHHoM B caHTuMeTpax. Muanekc Kerne 1 mpeumyiect-
BEHHO MCIOJIb3YETCsl Y MJIaJIEHIIEB.

Bosiee Toro, B CBSI3M C MPOTrPECCUPYIOLIUM YBEIU-
YeHWEM YacTOTBl DPAa3BUTHUSL OXWPECHUS Cpeiau JeTeit
MJIQ[IIIEr0 BO3pacTa HEOOXOAUMO OIPENENsiTh, 32 CUET
YEro MPOUCXOAUT MPUPOCT MACCHl — 3a CYET KUPOBOIA
WU TOMIeW ee COCTABISIONINX, YTO BaKHO IJIST BBISB-
JICHUsI PUCKAa BO3HUKHOBEHWSI META0OTMUECKUX Hapy-
IIEeHUH B OoJiee O3HUE BO3PACTHbBIE MEPUOJIbI, a TAKXKE
IUTSI  CBOCBPEMEHHOU KOPPEKTUPOBKM HYTPUTUBHOU
noaaepxku. Uit ompeneseHusi HYTPUTUBHOIO CTa-
Tyca COCTaB TKAaHEH B HACTOSILLEE BpPEMs OLIEHUBAIOT
C TIOMOIIIbIO BO3AYLIHOW TMJeTu3Morpaduu, Mo3BOJsI-
IOllel OMpPeNeIUTh KOJUYECTBO O€3XUpPOBON (TOLIEi,
FFM) u xwuposoii (FM) Macc, a Takxke comepxaHue
oTHOcuTeNbHOTO Xupa (% BF) B TKaHsIX Tena.

IMonyyeHHblE 3HAYEHUsI MacCO-POCTOBBIX IMOKa3a-
TeJeid W WMHAEKCOB aHAJM3UPYIOT C HCIOJIb30BAHUEM
LIEHTWJIBHOTO METOJIa, a TAKXKe Z-OLIEHKU (Z-score), Tpe-
CTaBJISIIONIE COOOIl OTKJIIOHEHWE 3HAYeHUN WHAWBUIY-
JIbHOTO MOKA3aTessl OT CPEAHETO 3HAYESHUSI B TOMYJISIIIUU,
JIEJIGHHOE Ha CTaHJApTHOE OTKJIOHEHWE CPEIHEro 3Ha-
yeHUs. [lokaszaTteny, BBIXOIIINE 3a paMKW IBYX CTaH-
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JapTHBIX OTKJIOHEHUI OT CPE€OAHCIo 3HA4YCHUA B TIOITY-
JIALWHA, paCI€HUBAIOTCA KaK HECOOTBETCTBYIOIIIME HOPME
n Tp€6y]OT TTOMCKa NMPpUYNHBI BBIAABJICHHBIX HapyHJCHPIVI.

0Oco6eHHOCTH OLEeHKN GU3NYEeCKOro pasBuTus
Y AOHOLUEHHBIX AeTei Ha NePBOM roay XXuUsHu

WccnenoBaHust 1MOKa3bIBalOT, YTO Yy JOHOIIEHHBIX
nereii UMT koppenupyeT ¢ MpOLeHTHBIM COfepXKaHUeM
OTHOCUTEJIHOTO XUpa B TeJie U B HEKOTOPOW CTENeHU
orpenensieT puck (GpopMUpPOBaHUS CEepACYHO-COCYIM-
CTOW TIATOJIOTMM B TIOAPOCTKOBOM U 3pEJIOM BO3pacTe.
ITo nanubiM A. De Cunto u coasrt. (2014) [7], z-ouieHKa
WUMT y noHoIIeHHBIX HOBOPOXIEHHBIX AETeil B 3Ha-
YUTEJIbHON CTENeHU KOppeaupyeT C MPOLEHTOM OTHO-
CUTEJIbHOTO XMpa B Teje, OJHAKO HEe MMeeT OOJIbIION
MPOTHOCTUYECKOW 3HAYMMOCTU B OTHOLIEHUU Pa3BUTUSI
oxupeHuss B panbHeimem. Mccnemoanust J. Villar
u coaBt. (2017) [8] mokazanu, 4TO HaMOOJBIIYIO KOppe-
JISILIVIO C COZIep>KaHUEeM TOIIe 1 XKMPOBOI MacChl y COOT-
BETCTBYIOIIIMX TE€CTAllMOHHOMY CPOKY JOHOILIEHHbBIX
HOBOpPOXIeHHbIX uMmeeT uHiaekc Kerme 1. W. Perng
u coaBt. (2017) [9] Ha ocHOBaHUYM TIPOBEACHHBIX UCCIIE-
JIOBAaHUI YCTAaHOBWJIM OOJIBIIIYIO B3aMMOCBSI3b Z-OLEHKHU
nHaekca Kerne 1 u z-ouenku MUMT c comepkaHueM
TolEeH (HO He XXKMPOBOIi) MacChl B TIEPUOJIe HOBOPOXKICH -
HocTu. OIHAKO yXKe K 5-My MecsIiy XKU3HU 10 Mepe MpU-
poOCTa XKMPOBO MAacChl MOSIBJISIETCSI KOPPEJISILIUST MEXTY
3HauUeHUsSIMU Zz-OlleHKu uHIekca Kerne 1, z-oueHku
WUMT u npotieHTa XXMPOBOI MacChl, a MPOTHOCTUYECKAST
LIEHHOCTh yKa3aHHBIX WHJIEKCOB B OTHOIIEHWM TOUIEH
macchl yrpauuBaetcs [9]. JleTu ¢ Mayioil sl recTanm-
OHHOTO BO3pacTa Maccoil Teja TpU POXIACHUU MMEIOT
HU3KHWE TI0Ka3aTeld XKUPOBOW MacChl, IPOLIEHTHOTO
COIEpKaHUSI OTHOCUTEIbHOTO XUpa W COOTHOIIEHMS
JKMPOBO/TOIIIE Macc IO CpaBHEHUIO C HOBOPOXKJICH-
HBIMA C COOTBETCTBYIOIIEH TeCTAallMOHHOMY CPOKY
maccoit Tena. [1pn 3TOM HM3Kast Macca Teja y HUX CBsI-
3aHa C YMEHBIIEHWEM 3KUPOBOM TpuMepHo Ha 27%
W TOIIe Macchl TpUMepHO Ha 73% 10 CpaBHEHUIO
C COOTBETCTBYIOIIMMHU T€CTAlIMOHHOMY CPOKY JTOHOIIIEH-
HBIMUM HOBOpOXIeHHbIMHU [10].

PocT pebeHka HarpsiMyro CBsI3aH C MacCoOil KOCTHOM
TKaHW — OCHOBHBIM KOMITOHEHTOM B COCTaBe TOILEi
Macchl y JIeTeii paHHEero BO3pacTra, MO3TOMY Z-OlleHKa
JIUTAHBI Tejla, HAa00OpOT, KOppeaupyeT C CoAepXaHUEeM
TOIIEH MAaCCHI.

Elie oauH M3 AOCTYMHBIX CITIOCOOOB OLIEHKU — TOJI-
IIMHA KOXHOW CKJIaAKW — TPU POXICHUU B OOJbIIEH
CTeMeHU KOPPEeJUpPYyeT C MPOLIEHTOM TOIIEH MaccChl, YeM
JKMPOBOM, TIPUYEM 3TO KacaeTcsl JAeTeil ¢ aneKBaTHBIMU
WJIM HU3KMMU TIOKa3aTesIMA MaccChl Tela OTHOCUTETbHO
reCTallMOHHOTO Bo3pacTa. Y KpYMHBIX JUISI TecTalM-
OHHOTO BO3pacTa JieTell TOJNIIMHA KOXHOW CKJIaaKu
MpU POXIEHUU KOPPETUPYET C COAEepKaHWEM XXUPOBOM
maccel. K 5-my wMecsily Xu3HM, Hao0OpOT, OTMeda-
ercsl TIpsiMasi KOppessiliusl MeXay TOJIIMHON KOXHOM
CKJIAIKM W COJEpKaHWEM >KMPOBOW MacChl y JeTei
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C ajJieKBaTHBIMM BO3pacTy IIOKa3aTeIsIMU MacChl Tesa
npu poxaeHuu. TakuMm oOpa3oM, orpenesieHue TOJ-
IIUHBI KOXHOM CKJIaIKW B OTCYTCTBHUE 0OJice TOUYHBIX
METOI0B U3MEPEHMST COCTaBa TeJla MOXET CIIYXKUTh MOKa-
3aTesieM OXKMPEeHUsl y pebeHKa MepBoro roja XXusHu [9].
Bbicokue TeMmbl mpubaBKM Macchl Tejla Ha TMpo-
TSOKEHUW TIepBBIX 2 JIeT XXU3HU HampsMylo Koppe-
JIUPYIOT C YBeJIMYEHUEM pHUCKA Pa3BUTHUS OXUPEHUS
n noBbiieHneM MMT B Gosee mo3mHuMe BO3pacTHBIC
nepuonbl [11]. I1pu cpaBHeHMM MacCcO-POCTOBBIX MOKa-
3aTesieil K 2 rojaM y IOHOIIIEHHbBIX JeTell B 3aBUCUMOCTH
OT BUIa BCKapMJIMBAHUSI BBIICHUJIOCH, YTO JI€TH, HAXO/sI-
1IKMecsl Ha UCKYCCTBEHHOM BCKapMJIMBaHWUM, HE3aBUCUMO
OT cofiep>KaHUs OelKa B CMECH OBbUIM BBIIIE U TsKeJee
neTeid, MoJydarlux TpyaHOe BCKapMIuBaHue. Y neTei,
MOJTy4yalolIuX CMeCh C BBICOKHMM COfepXaHueMm Oeska,
B CBIBOPOTKE KPOBU ObLIT BBISIBJIEH HAMBBICIIINI YPOBEHD
aMWHOKMCJIOT C Pa3BETBJICHHON LIeNbIO (BaJIMH, JIEUIIMH,
n3oneiiuH). KoHeHTpalys MHCYJIMHOMOI00HOTO (haK-
TOopa pocTta 1-ro TUIa B KpOBU Y HUX ObuTa Ha 60% BhIlIE,
yeM y AeTei, HaXOASAIIMXCs Ha TPYIHOM BCKapMJIMBaHUH,
U TeX, KTO TOoJyJyaJl MCKYCCTBEHHYIO CMECh C MEHBIIUM
conepxaHueM Oeska. Y jereii 3Tol TpymIibl OTMEYaIoCh
TakKe TOBBIIIeHUe YpoBHs C-TienTuaa B MOYe U COOT-
HomeHust C-TIeNnTHA/KpeaTuHUH, CBUIETEIBCTBYOIIEE
00 yBeJIMYEHUN CEeKpelMyd MHCYJMHA (4TO MOATBEepKaa-
JIOCh TakxXe 0ojiee HU3KUM YPOBHEM TJIIOKO3bl B KPOBH).
IIpoBeneHHoe uccieqoBaHUE TIO3BOJIMIIO TIPEATIONO-
KWTh, YTO UHCYJMHOIIOA00HBIN (pakTOp pocTa 1-ro TMMa
CITY>KUT TJIaBHBIM (PAaKTOPOM, OTIPEACISIIOIIMM TTPUOaBKy
Macchl Tejla B TedeHue nepuoa aetcra. [1pu aTom aetu,
MoJTy4yalolue MOJIOYHBbIE CMECH C BBICOKHMM COJepXa-
HueM Oejka, UMEIOT 3HAaYMTeIbHO 00Jiee BHICOKUI ypO-
BeHb WHCYJIMHOMOMOOHOro (akTopa pocta l-ro TuIa
B TIEpUOJIe PaHHETO JETCTBA, a B 3pEJIOM BO3PacTe 3TOT
rmokasaTtesib Y HUX 3HaYMTeIbHO HUXE, YeM y JeTel, JIH-
TEJbHO MOJIyYaloIIMMU TPYAHOE MOJIOKO. DTO MOBBIIIAET
PUCK pa3BUTUSI UIIIEMUYECKOM OOJIE3HM Ceplilia U caxap-
Horo nuabGera. [loaTomy TpymHOe BCKapMJIMBaHUE
B TepUOJIe paHHETro JIETCTBA OKa3bIBAET 3allIMTHOE BO3-
JIeliCTBHE, CHUKAsl PUCK Pa3BUTHS OXKUPEHUSI U COTTYTCT-
BYIOILLIEH MaToJIOruu B 3pesioM Bo3pacte [11, 12].

AuHamMuka nokasarenei Gu3nyeckoro pa3smuTus
B NepBble MecsLbl XXU3HU Y AeTei, POXXAEHHbIX
He0OHOLUEHHbIMWN

HecMmoTpst Ha MHOTOYMCIIEHHBIE TTOMBITKU ONTUMU-
3allMM BBIXaXKMBAHUS HETOHOIICHHBIX JeTeil (0COOEHHO
nereil ¢ maccoit Tena mpu poxaeHuu meHee 1500 T),
npobiemMa AUCTPONOPIIMOHAIIBHOTO pOCTa B 3TOM KaTe-
TOPUH JIeTell OCcTaeTCs OMHOM U3 Beayux. Tak, COrIacHO
pe3ysibraTam uccienoBaHuil yuennix u3z CLIA (2015r)
y JIeTell ¢ O4eHb HU3KOW Maccoil Tejaa Mpu POXKIAECHUN
OTMeuaeTcsi  OTCTaBaHUe  (DU3MYECKOTO  Pa3BUTHS
B TepBble MeCSIbl XU3HU — TpuMepHo 50% wu3 HUX
MMEIOT TIoKa3aTeau (PU3MIECKOTO pPa3BUTHS MeHee
10-ro uentuist, a 27,5% He AOCTUTalOT 3-TO LIEHTUJIS

K 36 Henm rectallMOHHOTO Bo3pacTta. [Ipw 3TOM KpuBas
poCTa OCTaeTCsl TOJIOTol Jaxe B OOJIbILIei CTereH!, YeM
KpHUBasi MacChl Tejla U OKPY>KHOCTH ToJioBhI [13].

HenoHomieHHbIE IeTH, OCOOEHHO C MaJlbIM TecTa-
IIMOHHBIM BO3PAcTOM, COCTaBJISIOT HauboJiee ysI3-
BUMYIO TPYIINYy B TJlaHe HapyHIeHW (GU3NIECKOro
pa3BUTHs, MMPUYEM Pe3yIbTaThl MHOTOUMCIIEHHBIX KITU-
HUYECKUX WCCIeIOBAaHUI TTOKAa3bIBAIOT, YTO CTEIeHb
HapyIlIeHUsT HaIpsMyl0 KOppeaupyeT ¢ Maccou Teia
MpHY POXIEHUM W TECTAllMOHHBIM BO3pacToM pebeHKa
[6, 14—18]. Temmbl (U3NYECKOTO pPa3BUTUSA TIy0O-
KOHEJOHOIIEHHOTO0 pebeHKa 3aMeTHO OTJIWYAIOTCS
oT TakoBbIX y tuioga B III Tpumectpe GepeMeHHOCTH,
YTO CBSI3aHO C OTPOMHOM pas3HUIEH B DHEPTETUIECKUX
3aTparax MpHW BHYTPU- U BHEYTPOOHOM CYIIIECTBOBAHUM.
Y HemoHOIIEHHOTO pebeHKa B [-10 Hememo Tocie
POXIEHUSI TIPOUCXOMUT MOCTHATAJNbHAS TOTEPST MacChl
Tejla, TJIABHBIM 00pa3oM 3a CUeT JKCTpaleUTIONSIpHOI
KUIKOCTU (MUHUMAaJbHas Macca oTMedaeTcsT Ha 4—7-¢
CYTKHU XU3HW), a ¢ Havaya 2-1 HeAeln XKU3HU HauWHa-
eTcs TIPUPOCT MacChl Tejla, HAIIOMUHAIOIINIA TaKOBOIM
B TIEPUOJI BHYTPUYTPOOHOTO pa3BuThs. [lepBoHaYambHas
MoTepsT MaccChl, MO JaHHBIM pa3HbIX aBTOPOB, BOCCTa-
HaBJIMBAeTCs B MEPUOL C §-X MO 24-e cyTKU (B CpeHEM
Ha 16—19-it neHb), IpUYeM y IeTeil ¢ MeHbIIIe Maccoi
TeJla TIpU POXIEHUM HaOMIomaoTCs 0OJbIIast TTepBOHAa-
yajbHas TTOTeps] MAcChl TeJla U OOJbIast TJTUTETbHOCTh
nepuoaa ee BocctaHoBieHus [14, 19, 20]. Ucciueno-
BaHus A. Lucas u coaBt. (2001) [21], P. Aggett 1 coaBT.
(2006) [22] mokazanu, 9TO TOTeps Oojee 15% macchl
TeJa C TOCIEOYIOINM MeIJeHHBIM BOCCTAaHOBJICHHEM
CBUIETEILCTBYET O TPYIHOCTSIX ajanTaluu pedeHKa
W CIIY>KAT HEOJArOMPUATHBIM MPU3HAKOM JIJIST TIPOTHO3a
(GU3NIECKOTO pa3BUTHS B IepBbIE 2 TOMA KU3HU.

ITpu poxkaeHNN KOJIMUYECTBO XUPOBOIT MacChl M OTHO-
CHUTEJIBHOTO XHpa B Tejle y TIIyOOKOHEIOHOIIEHHOTO
pebeHka (MeHee 34 Hem) CHUXKEHO, TTIO3TOMY CUMTAeTCsl,
YTO B 3TOT TMEPUOJ Macca Tejla caMma KOppeaupyeT ¢ Comep-
JKaHMEM TOIlEei Macchl. B manpHeitem, mo Mepe mpu-
pocTa KOJTMYEeCTBa JKUPOBOI MACChI, TTPOCThIE AaHTPOITOME-
TpUUECKUe TToKa3aTen (Macca 1 JUTMHA TeJla) yTpauyruBaloT
CBOIO TIPOTHOCTUYECKYIO IIEHHOCTb B OTHOIIIEHUU TOIIEH
Macchl. Y 0oJsiee 3pesibix HeTOHOIIEHHbIX (cTapiie 34 Hem)
B3aMMOCBSI3b MaCChI TeJIa MIPU POKAECHUU C COIEePKaHNEM
JKUPOBOM Y TOIIEH MAaCChl 3HAYUTETLHO MEHBIIIE, TTOTOMY
JUTSI OLIEHKM COCTaBa TeJla TOJIKHBI OBITh MCIOJb30BaHbI
JIPyTUe METOJIBI.

B3anMocBsI3b MHIEKCOB MacChl Tella ¢ COAepKaHUeM
SKMPOBOM M TOIIEH MacC TaKKe 3aBUCUT OT reCTalliOHHOTO
Bo3pacra. Tak, S. Ramel u coaBr. (2017) [13] moka3zamnu,
YTO y JeTel, POXIEHHBbIX paHee 34-i1 Hemenu, He3aBU-
CHMO OT T10J1a, CHVDKEHHME OTHOIIIEHUST MacChl TeJla K POCTY
B TIEpBBIE MECSIBI XW3HU U €r0 KOPPENsus C Tpo-
LIEHTHBIM COepKaHNEM XKUPOBOI 1 TOIIE Macc OTIMYa-
eTcsl OT TaKOBBIX y OoJiee 3penbix Aeteit. UMT Hanpsimyto
CBSI3aH C TIPOLEHTHBIM COAEpPXXaHUEM OTHOCUTEIHLHOTO
XUpa B TeJie, HE3aBUCMMO OT T0Jla W TeCTallMOHHOTO
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BO3pacTa, B TO BpeMsT Kak nHIeKc Ketie 1 Koppeanpyet
C colepXaHWeM OTHOCHUTEJIBbHOTO XKHMpa U TOIIEe MacChl
U OTIPEJIJISIET COCTaB TeJia B OoJblieit crerienu, yem UMT.

B oTHomleHWMM OWHAMWMKKM W3MEHEHUsI COCTaBa
Teaa NaHHble pasHsATcs. Tak, COTIaCHO MCCIENOBAHUIO
S. Ramel u coast. (2011) [23] HemoOHOIIEHHBIE ACTH
C COOTBETCTBYIOIIIMMM reCTallMOHHOMY BO3pacTy ToKasa-
TeJISIMA MacChI TeJla MPU POKACHUN, HECMOTPS Ha o0I1ee
CHIDKEHUE TOIIE, KUPOBOM MacChl, OTHOCUTEBHOTO
XK1pa, K 3—4 Mec CKOppUTMPOBAHHOTO BO3pacTa JOCTH-
rafoT COMOCTAaBMMBIX CO 3HAYEHMSIMM YKa3aHHBIX Tapa-
METPOB JIOHOIIEHHBIX JETE.

Metaananm3, BbITOJTHeHHBI B 20121, TOKasa,
yto K 40 Hea CKOppUTMPOBAaHHOTO BO3pacTa HEIOHO-
IIEHHBIE IETH UMEIOT MEHBIITNE 3HAYSHUS IUTUHBI M MACCHI
Tesa, a Takke OOJbILINI YNEeNbHbI BeC XUPOBOM TKaHU
U MEHBIIIee KOJIMYECTBO OE3KUPOBOI MBIIIEYHOM TOIIEH
MAaccChl B COCTaBe TeJia IT0 CPABHEHUIO C TAKOBBIMU Y ICTE,
ponuBIIMXCS B CPOK [24]. Y HETOHOIIIEHHBIX TaKXKe OTMe-
yaeTcs HapylleHUe pachpeleeHusT KUPOBOM TKaHU
B BUJIe CHVDKEHUST KOJIMUYECTBA TTOJKOKHOTO XHUpa U yBe-
JIMYEHUS BHYTPUAOMOMUHAIBHOM XUPOBOM Macchl [25].
ITpu aTOoM y Gojiee 3pesbIX HEAOHOIIEHHBIX (C TecTaly-
OHHBIM BO3pacToM OoJjiee 34 He) pa3HUIA HUBEIMPYETCS
B TeUEHHUE TIEPBBIX MECSILIEB KU3HU. KonnmuecTBO BHYTpH-
a0IOMUHAIBHOM XXMPOBOI MacChl y MeHee 3pebIX JeTei
MOXKET OCTaBaThCs HU3KUM J0 5 JieT Ku3Hu [19, 26].

Temnbl npUupocTa Macchbl TeJila y He4OHOLUEHHbIX
peteinB nepebie Mecsalbl XKU3HN

Pesynabratel  MeXIyHAapOJHOTO  MHOTOLIEHTPOBOTO
HCCIeIOBaHNsI, TIPOBEAEHHOTo Iton 3rumoil EBporreii-
CKOro o00I111ecTBa JETCKMX TacTPOIHTEPOJIOrOB, Trema-
tonoroB u HyrpuimosnioroB (ESPGHAN), mokazanu,
YTO Yy OJHOM KaTeropuu TJIyOOKOHEIOHOIIIEHHBIX HeTei
nociae 28 mHEeW XU3HW YBEJIMYMBAIOTCS TEMITb TMPU-
pocTa (pu3MIecKOro pa3BUTHsI B COOTBETCTBUM C BHYTPU-
YTPOOHBIM TIpUpocTOM T11ona. K MOMEHTY moCTHXKeHUs
40 Hell MOCTKOHIIETITYaJIbHOTO BO3pacTa Macca TeJia JUTMHA
U OKPY>XHOCTb TOJIOBbI Yy HUX HaXOMSTCS B Tpeesiax
He Oojiee | cTaHIAPTHOTO OTKJIOHEHMSI OT aHAJIOTMYHBIX
rokasareJsieit y JOHOIIEeHHbIX HOBOpOXIeHHBIX. [Tpu aTOM
JIETH ¢ MacCO-POCTOBBIMU TTOKA3aTEISIMU TIPU POXKACHUH,
COOTBETCTBYIOIIIMMU TE€CTAlIMOHHOMY BO3pPacTy, WMEIT
TJTaBHBIN CTAOMJIBHBIN TIPUPOCT; NETU C HU3KUMU Macco-
POCTOBBIMM TIOKA3aTeJISIMU ISl TECTAllMOHHOTO BO3pacTa
NIEMOHCTPUPYIOT CTPEMUTENIbHBIN TPUPOCT, TaK Ha3bl-
BaeMbIil «CKA4YOK», <«JIOTOHSIIOILIMI pOCT» IMOKaszaTesei
¢usuyeckoro passutusi (catch-up growth) — OwbicTpoe
YBEJMUYEHME MAaCcCO-POCTOBbIX MoKa3aTeseil (Ha 1—2 craH-
JAPTHBIX OTKJIOHEHUs) K 40 Hel MOCTKOHLENTYaJIbHOTO
Bo3pacra. JleTu Apyroii Kareropyuu mocie 28 ITHei Xu3Hu
COXPaHSIOT HU3KKUE TeMITbI TTPUPOCTa MoKasaresiaeil Gusn-
yeckoro pas3BuTusi U K 40 Helm TOCTKOHIIENTYaJIbHOTO
BO3pacTa MMEIOT Maccy W JUIMHY Tejla, OTIMYaloIIuecs
OT TaKOBBIX y JIOHOIIIEHHbBIX HOBOPOXKIIEHHBIX HA 2 CTaH-
NIaPTHBIX OTKJIOHEHUST 1 Oosnee [22].

OB30PbI JINTEPATYPbI

DaKTOpHI, BIUSIONINE Ha JOTOHSIOIMINANA POCT TTOKa-
3aTesieit GU3NUECKOTO Pa3BUTHUS M OTPEAEISIONINE BO3-
pacT ero Hayaja M MPOJOJKUTETbHOCTh, OKOHYATETHHO
He sicHbl. [IpoBefeHHBIe B TeueHHMe mochemnHux 10 jeT
WUCCIICIOBAHUS COCTOSTHUSI 3I0POBbSI  HETOHOIIEHHBIX
JeTell ToKasaJii, YTO OBICTPBIN «CKavyOK» ITOKazaTelseit
(GU3NIECKOTO Pa3BUTHSI ACCOLUUPYETCS HE TOJBKO
¢ Oonee OJAronpusITHBIMU HCXogaMM  (hU3UUECKOTO
U TICUXOMOTOPHOTO pa3BuTHs. Hu3kue TeMIbl mpupocTa
MacCO-pOCTOBBIX MOKa3aTesieit B MepBble MECSIIbI XKU3HU
C TIOCJIEAYIOUIMM PE3KUM MPUPOCTOM B OOJiee MO3aHUE
BO3pACTHBIE MEPUOABI UMEIOT MPOTHOCTUYECKU Hebjia-
TOMPUSITHOE 3HAYEHWE B OTHOIIEHUW PAa3BUTUS MIIIEMU-
YeCcKOil 00JIe3HU ceplilia U apTepuaibHON TMMEPTEH3UU
BO B3pocyiioM Bo3pacTte. OCOOEHHO YETKO 3Ta CBSI3b
MPOCJIeKUBAETCS Y HEAOHOIIEHHBIX AeTeil ¢ HU3KUMU
IIJIST TeCTAlIMOHHOTO BO3pacTa ToKa3aTeJssMu (pu3nde-
CKOTO pa3BUTHSI HA MOMEHT poxaeHus [19, 27].

CreyeT OTMETUTb, YTO CKOPOCTh MPUPOCTA JTUHBI
Tejla Y HEJOHOIIIEHHBIX JIeTell B OOJIbIIIe! CTeTIeHN TeHe-
TUYECKU JETEPMUHUPOBAHA U OIPEICISIETCS POCTOM
pPOIUTEINEli, XOTsI BBIPAKEHHOCTh «CKauyKa» MOXET OBITh
pa3HOil B 3aBUCHMMOCTH OT TeCTAlIMOHHOTO BO3pacTa
pedenka [27]. A. Euser u coast. (2008) [19] nmoka3zanu,
YTO Yy JeTeil, JOCTUTIINX 3HAYeHUs pOCTa B AWAIla3oHe
MeHee 2 CTaHAApTHBIX OTKJIOHEHWH K 3 Mec CKOppH-
TMPOBAaHHOTO BO3pacTa, JalibHeiInas TUHaMUKa pocTa
COOTBETCTBYET TaKOBOW Y IOHOIICHHBIX, NPUMEPHO
y 10% neteii, y KOTOPBIX TAKOTO CKayKa He ObLITO, HU3KHUE
MoKa3aTejau pOCTa COXPAHSIOTCS BILIOTb O 3PEJoro
Bo3pacta [19]. 3HaueHusT OKPYXHOCTU TOJIOBBI Y 0OJIb-
IIWHCTBA TJTYOOKOHEIOHOIIEHHBIX IeTE OCTAIOTCST HU3-
KUMH 10 6 MeC CKOPpPUTHPOBAHHOTO BO3pacTa, a 3aTeM
MaJjible 3HA4YeHUsT OKPYKHOCTH TOJOBBI COXPaHSIIOTCS
y 22% HeNOHOIIeHHBIX neTeil (mo cpaBHeHMIO C¢ 1%
B KOHTPOJIBHOM TPYTIIIE), PU 3TOM OKPYKHOCTH T'OJIOBBI
Yy MaJIbUMKOB B cpeiHeM Ha 2 cM (y AeBouek — Ha 1,2 cm)
MEHbIIIe HOpMEI [28].

Heob6xonumo mpuHUMaTh BO BHUMaHUE, YTO MTPUPOCT
MacChl TeJla KaK OCHOBHOTO 1 HanboJiee YI3BUMOTO ITOKa-
3aTesisT (PU3NIECKOTo pa3BUTHUS B 3HAYUTEbHOW CTETICHU
3aBUCHT OT BUIA BCKAPMJIMBAHUS U TSKECTU COTYTCTBY-
fonux 3adosieBaHui. Tak, OOLIEU3BECTHO, YTO HAJW4KE
TSDKEJIONM  OPOHXOJIETOYHOW  IUCIUIa3uM W HEKPOTH-
3UPYIOIIETO DHTEPOKOIUTA CIYKUT TIPOTHOCTUYECKU
HeOJIaronpusTHBIM (PAKTOPOM B OTHOIIEHUW TWHAMUKHU
Gu3MIecKoro pa3BUTHS KaK B MepBble MeCSLBI KU3HU,
TaK ¥ MOCJie BRIMUCKY U3 CTAllMOHApa.

MpupocT nokaszatenein pU3N4YECKOro passuTus
Yy HeJOHOLEeHHOro pebeHka B NepBbie MecsLbl
)KM3HU B 3aBUCUMOCTH OT BUAa BCKapMJIMBaHUS

BckapmiimBaHue HEZOHOIIEHHOTO pebdeHKa TOJIKHO
OBbITb ONTUMAJIBHBIM ISl TIOAJIEpKaHUsI TeMIIOB pOCTa,
MaKCUMAaJIbHO TIPUOJIMKEHHBIM K TeMIlaM pocTa Tiioaa
B III TpumecTtpe 6epemenHocTu. MUccnenoBanue, mpose-
neHHoe B LleHTpe KoppeKIiuy pa3BUTHs JeTeil paHHEero
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BO3pacTa C y4yacTHeM HEIOHOIIEHHBIX JeTeil ¢ Maccoi
npu poxaeHun meHee 1500 r (Bcero 250 perteit), moka-
3aJ10, YTO JIYYIITUI TIPUPOCT MACCHI TeJla B HEOHATaJIbHOM
Mepuoie OTMeYascs y AeTeil, moJiydarIiux o0oraieHHoe
TPyIHOE MOJIOKO, a TakXke Yy JeTei, HaXOASIIUXCS
Ha WCKYCCTBEHHOM BCKapMJIMBAHUU CIELUATU3UPO-
BaHHOM XXUIKOI CMECHIO JIsI HETOHOIIIEHHBIX Ha CTAllO-
HapHOM JiedeHUH. Y OONbITMHCTBA N3 HUX K 40 HemesIMm
MOCTKOHIIENTYaJIbHOTO BO3pacTa Macca TeJja Obljia BbIIIe
10-ro uentuas. Jertu, mosydarouide TpyaHOE MOJIOKO,
umenun 0osiee HU3KME MOoKa3aTe M MacChl Tejia, YTo IO -
TBEPXKIAET HEIOCTaTOYHYIO KaJOpPUHHOCTh TPyTHOTO
MOJIOKa IJIs1 TJIyOOKOHEIOHOIIIeHHOTo pedbeHka. Huskue
rnokasareian (pU3NYECKOro pa3BUTHUSI OBLIM OTMEUYEHbI
y JeTell, BCKapMJIMBaeMbIX TPYJIHBIM MOJOKOM B COYe-
TaHUM CO CTAaHJAPTHOW ananTUPOBAHHOW MOJIOYHOM
cMmechto. CaMmble HU3KME 3HAYEHMSI MAcChl Teja K yKa-
3aHHOMY CPOKY HaOJIIOIaIMCh Y IeTei, KOTOpble HAXOIM-
JIUCh HAa MCKYCCTBEHHOM BCKapMJIMBaHWUM CTaHAApTHOM
MOJIOUHOI CMeCh0, OOJIBIIMHCTBO U3 HUX K 40 He ToCT-
KOHIIETITyaJIbHOTO BO3pacTa He JOCTUTJIM MacChl, COOT-
BeTcTBYyIoMIei 10-My LIEHTWIIO JIJIST TOHOIIIEHHBIX HOBO-
POXIEHHBIX [29].

IIpu rpynHOM BCKapMJIMBaHWM HaOJIIOMAETCs TIper-
MYIIECTBEHHO TIPUPOCT TOIIEH MacChl, OMHAKO MHTEH-
CUBHOCTh €€ HAaKOIUIEHWSI HE COOTBETCTBYET BHYTPU-
yTpooHOMY mipupocTy. OmHaKO HENOHOIIEHHBIE JETH,
BCKapMJIMBaeMble TPYIHBIM MOJIOKOM, HMEIOT Ooiee
(GU3UOJOTUYHBI CcOCTaB Teja, 4YeM HEIOHOIIEeHHbIe
JIeTH, TIOJTyYarolIre CrelaJlu3upoBaHHYIO CMeCh. Y HUX
TEeMIIbI IPUPOCTA MACChl Tejla B OOJIbIIIEH CTENeH! COOT-
BETCTBYIOT BHYTPUYTPOOHOMY, OTHAKO OCYIIIECTBIISIOTCS
3a CUeT HAKOTUICHUSI XXMPOBOI1 MacCHhI.

Kak ynmomuHaioch, y HETOHOIIEHHBIX JAeTel MHIEKC
Ketnie 1 B mepBble Mecs1Ibl XKM3HU UMEET OOJIBIIYIO TIPO-
THOCTMYECKYIO IIEHHOCTh B OTHOIIEHWM TIPOLEHTHOTO
conepxaHus touieit maccol, a UMT B Gosblieit creneHu
KOppeaupyeT C TIPOLICHTHBIM COIepXKaHWeM XHUpa B TeJle
U B MEHBIIICH CTETIEHN — C KOJTMYECTBOM KHMPOBOIT MACChI.
OpnHako HY OIMH U3 MacCO-POCTOBBIX MH/IEKCOB HE OTpa-
JKaeT B TTOJIHOM Mepe KOJIMUECTBO KMPOBOI TKAaHU; MacCO-
POCTOBbIE MHAEKCHI TakKXKe HE MOTYT CIYXWUThb WHCTpPY-
MEHTOM [IJIsl OTIpeNeSICHUS] OTHOCUTEIBHOTO OXUPEHMUSI
Yy HEJIOHOIIIEHHBIX JeTell B TMepBble Mecsubl Xu3Hu [13].
LlentunbHbie kpuBble Ha ocHoBe MMT Takke He oTpa-
JKalT TIPOLIEHTHOE CONEpXKaHWE OTHOCUTEJIBbHOTO Kupa
B TKaHSAX M UMEIOT HU3KYIO TTPOTHOCTUYECKYIO LIEHHOCTb.
IToaToMy Bompoc 0 MakCMMaJbHO TOYHOM M YIOOHOM
B MCMOJb30BaHNHU CITOCO0E OLIEHKH TTOKa3arteseit (husnde-
CKOT'0 pa3BUTHSI OCTACTCSI OTKPBITHIM.

LleHTunbHbIE KPUBbIE A OL,eHKM NoKa3aTene
¢$uU3nYeckoro pa3BUTUS HeJOHOLLUEHHbIX geTel

3avacTylo oOlleHKa (U3MYECKOTO pPa3BUTUS TIy-
OOKOHEJOHOIIIEHHBIX JeTell 3aBUCUT OT BBIOpAHHBIX
KpUBBIX pocTa. [1py co3maHn BCeX LIEHTHIIBHBIX KPUBBIX
IIIST HETOHOIIIEHHBIX JeTeil aBTOPHI ObLTA BBIHYXKIEHBI

00beANHSTH KPUBbIE BHYTPUYTPOOHOTO Pa3BUTHS TUIOAA
W TIOJyYEeHHBIE SKCIIepPUMEHTATbHBIM ITyTeM JIaHHBIE
0 TeMrax pa3BUTHUS HETOHOIIEHHBIX JeTei, POKIEHHBIX
Ha pa3HbIX Cpokax OepeMeHHOCTHU. [TOCKOJBKY TUTON
B niepuon ¢ 24-ii o 40-10 Hemeao pacTeT OYeHb WHTEH-
CUBHO M YBEJIMYMBAET CBOIO Maccy IMOYTH B 5 pa3
3a HETTOJTHbIe 4 Mec, a HOBOPOXKIECHHBIN yIBaUBaeT CBOIO
Maccy Mpu poXACHUN MMPUMEPHO B 4—5 Mec, CTAHOBUTCS
OYEBUIHO, UYTO YKa3aHHbIe JaHHBIE HECOU3MEPUMBI
[30, 31]. B cBs3u ¢ BBICOKOIT 3a001€Ba€MOCTBIO, TIPH-
cyllel TJyOOKOHEIOHOIIEHHBIM JIETSIM, a TakKe Hepa-
BEHCTBOM B OTHOILIEHWU YCIIOBUI OKPYXXaIOIe Cpebl,
COLIMAJIbHOTO CTaTyca CeMbU, OOpallleHMUsI C peOeHKOM
B CeMbe, KOCBEHHO BIMSIOIINX Ha (U3NUYECKOoe pa3-
BUTHE, OIpele/icHhe HOPMATUBOB JUISI COCTaBJICHUS
LIEHTWIBHBIX TaOJWUI M KPUBBIX TPEICTABISIET COOOI
CJIOXHY0 3ama4y [32].

B 2006 . BO3 BhbIMycTHIa HOBBIE CTAaHIAPTU30BaHHBIE
LIEHTUJIbHBIE KPUBBIE, TaHHBIE /1T KOTOPBIX OBUTH TTOJTY-
yeHbl Ha 8440 310pOBBIX JOHOIIEHHBIX JETAX. DTU 1IEH-
TUJTbHBIE KPUBBIE 3aMEHWIA UCTIONb3yeMble paHee KPUBhIE
CDC (Center for Disease Control) u OblIM peKOMEH/I0-
BaHBI K MCIOJb30BAaHUIO y BCEX JETei, BKIIOYas Hemo-
HOIIIEHHEBIX, B Bo3pacte ot 0 go 2 et [33]. OgHako Tpo-
6JieMa 3aKJTIoYaiach B TOM, YTO CTaHAAPTHI (PU3UIECKOTO
pa3BUTHUS B LIEHTUJIbLHBIX KpUBBIX BO3 paccumMThIBAINCH
Ha JIeTsX, BBIPALEHHBIX B <«WIAECAJIbHBIX YCIOBUSX» —
JIOHOIIIEHHBIX, HAa TPYIHOM BCKapMJIMBAaHWUM, BBIXaXKHU-
BAaIOIIMXCS B YCIOBUSIX, HE TIPEMATCTBYIOIINX Pa3BUTHIO,
B CBSI3Y C YeM CITOPHOM OCTaBaach BOZMOXHOCTh ITPUMe-
HEHUST 3TUX KPUBBIX Y HETOHOIIIEHHBIX JCTEM.

Wcrmonb3oBaHre pas3uYHBIX LEHTWJIBHBIX KPHWBBIX
MpU OLIEHKe (PUBMYECKOTO PA3BUTHUS HETOHOIIEHHBIX
JeTed MPUBOAUT K 3HAYMUTEIbHOM pa3HUIE B MOJY-
YEHHBIX pe3yJIBTaTax ¥, COOTBETCTBEHHO, K Pa3IMUHOM X
WHTepIpeTalunn. Tak, COTracHO LEHTWJIBHBIM KPUBBIM
BO3 O0onbIIMHCTBO HEAOHOIIEHHBIX JIeTeii HMEIOT
HU3KKE TToKa3aTen (U3NUECKOTO Pa3BUTHS Ha TPOTS-
JKEHWU TIEPBBIX 2 JIET KU3HU, B TO BpeMs KaK pe3yJIbTaThl
otieHku 1o KpuBbiM IHDP (Infant Health and Develop-
ment Program) BeImIsiAsIT 6osiee ONTUMUCTUYHO — O0JIb-
IIWHCTBO JeTel ¢ HU3KUMU MOKAa3aTesSIMU LIEHTUIBHBIX
kpuBbIXx BO3 monagaior B nuamna3oH HOpMaJbHBIX 3Ha-
yeHWi. Pasnmuums MeXmy ToKasaTelsIMU JBYX pPa3HbIX
LIEHTWJIBHBIX KPUBBIX B OOJbBIIIE CTEMEHN OTMEYaINCh
npu Bo3pacte rectauuu MeHee 30 Hem, TTPEMMYIIECT-
BEHHO Yy MaJIbUMKOB, TP 3TOM MaKCHUMaJIbHasl pa3HUIIa
oIpenesiiach Py OLIEHKe Macchl Tena [34].

HenoHoleHHble IeTH, POOWBIIMECS B HACTOsIIEe
BpeMs1, TIOJyJaloT ropas3no 0ojiee KajJopuitHOEe TUTaHUe
3a CUET MCITOJIb30BAaHMS CITEIMAM3UPOBAHHBIX CMeceit
U oboratuTesieil TpyaHOro MOJIOKa; Kpome Toro, ¢ 1985 .
MO HacTosIlee BpeMsl CTaHIAapThl MacChl TeJla U poCTa
SBOIOLIMOHHO W3MEHWJIUCh W OTOT (DaKT OIpemesvI
HEOOXOMMMOCTb CO3IaHUST HOBBIX LIEHTUILHBIX KPUBBIX,
VUUTHIBAIOIINX BCE COBPEMEHHBIE M3MEHEHUST TaKTUKU
BBIXaXKMBAaHUS U BCKApMJIMBAHUSI HEMOHOIIIEHHBIX JETE.
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WneanbHble HEHTWIbHBIE KPUBBIE TOJIKHBI YYMTHIBATH
BHJ BCKapMJIMBaHUs, COBpeMEHHbIE U3MEHEHMS B TaK-
THUKE BBIXaXXWBaHMS (TMTpUMeHeHWe cypdakTaHTa, aHTe-
HaTaJIbHOE MCIIOJIb30BAaHUE CTEPOUIOB), OTTAIKMBASICh
OT TeCTAllMOHHOTO BO3pacTa pebeHKa, OINpeleSeHHOTO
C MaKCMMaJIbHO BO3MOXHOI TOUHOCTBIO.

B 2014 r. 6611 ONYOIMKOBAaHbI MEXTYHAPOIHbIE CTAH-
nmapThl mokaszateneit ¢dusnmdeckoro pas3sutuss INTER-
GROWTH-21* nn1st HOBOPOXIEHHBIX, HE HMEIOIINX
3HAYMTESbHBIX HApYIIEHWI 300pOBbsI, 0e3 TPH3HAKOB
3aMeJICHUST TEMTIOB BHYTPUYTPOOHOTO pa3BuTHs. B mamb-
HelileM 1o pesyJisrataM uccienaoBaHust Preterm Postnatal
Follow-up Study Obl1u pazpaboTaHbl aHAJOTUYHBIE LIEH-
TUJIbHBIE KPUBBIE JUTS HETOHOIIEHHBIX HOBOPOXKIECHHBIX
C TeCTallMOHHBIM BO3pacToM OT 24 Hen. B aTtom uccneno-
BaHMM OBUT UCTIOTh30BaH OMMCATEILHBIN TTOIXO0M, OLIEHU-
BaJIM 3[I0POBBIX HEOHOIIEHHBIX IETE, KOTOPBIE TIOTydaTn
TTOJTHOLIEHHOE TIMTaHKe, He NMETN HeTaTUBHBIX (DaKTOPOB
BO3IEHCTBUSI OKPYXKAIOILEH Cpelbl U COLMaTbHO-3KOHO-
MMUYECKUX OTPAaHUYECHU, BIUSIIOLINX HA POCT. DTOT MOJIXO]T
MOIPa3yMeBAET, UTO CTAHAAPThI POCTa SIBJISIIOTCST 0060011a-
IOIIMMHU BHE 3aBUCUMOCTH OT STHUYECKUX WU reorpadu-
YeCKUX pazuuuii B monyssiuusix [10].

Cranpaptel pocta INTERGROWTH-21* natot Bax-
HeWIe TPEerMYIIecTBa JUISI TTOCTHATATbHOTO MOHMTO-
pVHTa TIOKa3aTeliell pa3BUTHUST BCeX HEJIOHOIIIEHHBIX IETE,
OHM KOMIUIMMEHTApHBI cTaHAapTamM pocrta aereit BO3
1 00eCreunBaloOT MPeeMCTBEHHOCTh TTOMOIIN OT TEPBBIX
IIHEe# KM3HU B YCJIOBUSIX CTallMOHapa N0 AaJIbHEHIIEro
HabOmofaeHusT B aMOyJIaTOpHBIX ycioBusiX. [l olleHKuU
AHTPOITOMETPUIECKUX  XapaKTEPUCTUK  MCIOJIb3YIOTCST
KaK LEeHTUIbHbIE BEJTMIMHBI, TAK U Z-OlIcHKA.
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IIpoBenen cucreMaTHYECKHii AHAIM3 MCTOYHUKOB JIUTEPATYPbI, BKIIOYAIOIINX JAHHbIE O COJEPKAHUN SHIAOTEIHUATbHBIX KIETOK-
NpeIeCTBEHHUKOB B KPOBH OepeMeHHbIX M HOBOPOXK/IEHHBIX M O 3HAYEeHHH MX OmpelesieHus. DHAOTeIHATbHblE KIeTKU-Tpea-
LIECTBEHHUKH OTPAXKAIOT COCTOSIHME JHIOTENHS, ero NMOBPEK/IeHNe WM pereHepaTuBHbIE BO3MOXKHOCTH M UTPAIOT BAXKHYIO POJIb
B PeryJMpoBaHNU BacKy/spusanuu. OnpenesieHre B KPOBU OepeMeHHOIl H HOBOPOXKIEHHOTO KOJIMYECTBA IHIOTETNAILHBIX KJIETOK-
npeaecTBEHHUKOB M MOJIEKY/ISIPHBIX MAPKEPOB, PEryIMPYIOIMX UX (DYHKIMH, MOXKET UMETh IMATHOCTHYECKOE 3HAYEHHE ISl JUar-
HOCTHKH ¥ IPOTHO3MPOBAHMS OCJI0XKHEHHII 0epeMEHHOCTH y MaTepH 1 MePUHATAJIbHOI NATOJOTHH Y HOBOPOXK/IEHHbIX, 4TO AKTYAJIbHO
715l IOMCKA METO/IOB LieJIeHANPABJIEHHO KOPPEKIMH 3THX HAPYLIEHHIA.

Karouesvte cao6a: Ho60podcoeHHble, DEPEMEHHbIC JCCHUUHbL, NPEIKAAMNACUS, IHOOMEAUANbHIE KAeMKU-NPEOUEeCMEeHHUKU, NYNOGUH-
HAasl KPOgb.

Ana untuposanus: lNonosa N.I., CutHukosa O.I., Hasapos C.b., KysbmeHko I.H., XapnamoBa H.B. 3Ha4eHune onpeneneHvs aHA0TeNN-
a/lbHbIX KJIETOK-MPEALLIECTBEHHUKOB B KPOBU 6epeMeHHbIX M HOBOPOXAEHHbIX AeTer. Poc BecTH nepuHarton u negmatp 2020, 65:(2): 22-27.
DOI: 10.21508/1027-4065-2020-65-2-22-27

The authors analyzed the literature data on the importance of the content and determination of the endothelial progenitor cells
in the blood of pregnant women and newborns. The endothelial progenitor cells reflect the condition of the endothelium, its damage or
regenerative capacity and they play an important role in the regulation of vascularization. The number of endothelial progenitor cells
and molecular markers regulating their functions in the blood of a pregnant woman and a newborn may be of diagnostic importance
for the prediction and diagnosis of pregnancy complications in the mother and perinatal pathology in newborns, which is relevant
for the search for methods of targeted correction of these disorders.
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OKa3aHO, 4YTO DHAOTEJUN — BaXHEWIIWI OpraH,
Anpec nas koppecnonnenmmn: [loroBa Mpuna [eHHanbeBHA — K.M.H., Hayd.

WUTpaIOIIUii KJTIOYEBYIO POJIb B PETYJSILIMU TOMEO-
cTasza, COCYAMCTOrO TOHYCa M ero CTpPYKTyphl. Kietku
9HAOTENUST PEryJUMpPYIOT MHOXECTBO (YHKIIMK cocy-
JNIUCTOM  CHUCTEMBI, CHHTE3UPYIOT U CEKPETUPYIOT
OTPOMHBIN CTIEKTp OMOJIOTUUECKU AKTHUBHBIX BEIIECTB
(MOIIIHBIX Ba30KOHCTPUKTOPOB U Ba30AUJIATaTOPOB),
YYacTBYIOT B TIpolleccax BoOCHaleHUsl, TpoMOoobOpa-
30BaHMsI, aHruoreHeza. CoxpaHeHUE CTPYKTypHOM
U (DYHKIIMOHATBHON 11€JIOCTHOCTU DHAOTEIUATBHOTO
cJiosl MMeeT OoJIbIlloe 3HauyeHue [JIs TOAJAepXKaHUS
cocyaucToro romeocrtasa [1, 2].

CYuTaloT, YTO SHAOTEIUANbHBIC KIETKU-TIpEIIe-
crBeHHUKU (DKIT) oTpaxaioT cocTosiHue 3HAOTENUs,
ero MoBpeXJIeHNe U pereHepaTuBHbIE BO3MOXHOCTH [3].
OKII urpatoT KIt0ueByI0 pojib B BOCCTAHOBIEHUU SHI0-
TEJIMAJIbHOTO CJIOS U TIOAJIEpP>XKaHUM ero HOPMaJIbHOM
¢ynkuuu. [NopaxkeHne cocyaucToit CTeHKHM (B TIEPBYIO
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derorutanieHTapHO# HemoctaTouHoctu [4]. B HacTo-
siiee BpeMsl IIMPOKO OO0cCyxXmaeTcsl TpoOjeMa Jauc-
(GYHKIIMKM BHIOTEIUS COCYAOB B (OpMUPOBAHUU
MaTOJOTUYECKOTrO TMpollecca B CHCTeMe MaTb—Ilia-
LIeHTa—TUI0A. DTU M3MEHEHWST TIPUBOIAT K XPOHUYE-
CKOW BHYTPMYTPOOHOWM TMIIOKCWM TIJIONA, W KakK CJeH-
CTBUE, BHYTPUYTPOOHON 3aiepKKe pPa3BUTHUS TI0.A,
POXIEHUIO JIeTeil ¢ TepUHATAbHBIMU TOpaskKeHUSIMU
IIHC, cepneuyHO-COCYIUCTBIMU OCJIIOXXKHEHUSIMU, Hapy-
meHusiMu (pyHKIIMU novex [3].

[naBHast GyHKIMS TUIALIEHTHI — OOMEH KUCJIO-
POIOM M TIUTATEIbHBIMU BEILIECTBAMU MEXAY MaTepUH-
CKMM OpPraHW3MOM M PACTYIIMM ILUIOJOM; OCHOBHBIMU
MpoleccaMi, HEOOXOMUMBIMU TSI OOeCTIeUeHUsT 3TOM
(yHKLIMU, SIBISIOTCS aHTHOT€HE3 B TUTAlleHTe W CTaHOB-
JIeHWE MAaTOYHO-TUTAlleHTapHOTO W (heTorualeHTap-
HOTO KpOBOTOKa. B muralleHTe Bech MepHMOM TecTalluu
C pasHOW WHTEHCUBHOCTHIO TIPOTEKAIOT BAaCKYJIO-
reHe3 — obpa3oBaHMe COCYIOB U3 aHTUOOJACTOB U aHTH-
oreHe3 — mpoiudepalusi SHAOTETUATBHBIX KIIETOK
U3 CYLIECTBYIOIINX COCYyIOB. BackynoreHe3 HabGona-
eTCsI MCKITIOUMTEIEHO BO BpeMs aMbOpuorenesa [5]. I[1po-
1IeCC aHTHOTeHe3a He OTPaHUYMBAETCS SMOPUOHATBHBIM
MepUoaOM U HabTIogaeTCst MPY BOCTIAIEHUN, UMMYHHBIX
peakuysx, Heorutazun. Kaxmablii U3 aTHX myTeil (hopMu-
POBaHUS KPOBEHOCHBIX COCYIOB 3aHMMAET 0C000e MECTO
B BMOpHOTeHe3e U TeUeHUU bepeMeHHocTH [6, 7].

OCHOBHOE 3HaYeHNE B aHTMOTeHE3e OTBOANTCS (DYHK-
LIMOHAJIBHOW aKTUBHOCTHM SHIOTEMATBHBIX KJIETOK, UX
nponrdepaTUBHOMY W MUTPAllMOHHOMY TIOTEHIIVAIY,
KOTOPBII 3aBUCUT OT BIUSIHUSI LIMTOKUHOB U (DaKTOPOB
pocra [8]. O6HapyxeHo, yto DKII BbICBOOOXIAIOTCS
M3 KOCTHOTO MO3Ta B KPOBOOOpAIlleHHWE JIJIsT 3aMeIleHUST
MOBPEXKIECHHBIX SHAOTETMATBHBIX KJIETOK M BOCCTaAHOB-
JIEHUSI COCYAMCTOM CETH MOBPEXACHHBIX TKaHeu [9, 10].
IMox neiicTBUEM aHTMOTEHHBIX (DAKTOPOB POCTa U LIUTO-
KWHOB TIPOMCXOAUT aKTUBAIUs Tpoudepanuy 3HI0-
TEJMOIUTOB, KOTOpasi 3aBepliaeTcs WX IuddepeHIm-
POBKOU M JaTbHEWIINM «CO3PEBAHUEM» COCYIA WJIU €TO
peMoOIeTMpOBaHUEM, TIOC/IE Yero BHOBb CHOPMUPO-
BaHHBII COCY/ MEPEXOINT B CTAOMIBLHOE COCTOSTHUE.

Cy1iecTBoBaHuE LIUPKYJTUPYIOIINAX SHIOTENTN-
aJTbHBIX KJIETOK-TIPEIIIECTBEHHMKOB OBIIIO 0OHAPYXKEHO
B 1997 1. T. Asahara n coast. [11]. DKII npencrasisior
c000i TIOMYJISIINIO TPOTeHUTOPHBIX KJIETOK, BBIACIISI-
€MBIX U3 KPOBU U KOCTHOTO MO3Ta, KOTOPhIE 9KCITPEeCCH-
PYIOT TTIOBEPXHOCTHBIE MapKephbl, CIIeIU(MUIHBIE KaK st
He3peNbIX TeMaTOMOdTUYECKUX KIJIETOK, TaK W s
SHIOTENUs, U IU(G@EPEHITIUPYIOTCS B KIETKU SHIOTE-
nuanbHOU JuHUM [12, 13]. OTH KJIETKM MOTeHUIMATbHO
MOTYT BOCCTaHABIMBaTh (YHKIWIO TMOBPEKIECHHBIX
TKaHei [12—15].

s BeigBneHuss DKII B HacTosImee BpeMst TIpejio-
XeHo Oojiee 20 MapKepoB, YTO 3aTPyAHSIET MHTEpIIpe-
TallMI0O W COTOCTABJIEHWE TTOJYYEHHBIX pPe3yIbTaToOB.
OmHako OTMEUYEeHO, YTO HU OIHAa U3 TPETOKEHHBIX
KOMOWHALIMIT MapKepoB HE MOXKET CUMTAThCSI TTOJTHO-

cthio crnietupuunoit mia DKIT [16, 17]. B yxe oTMme-
yeHHoil pabote T. Asahara u coaBt. (1997) oTmeTunnu,
yro CD34-no3utuBHbBIE MOHOHYKJIEAPHbIC  KJIETKHU
nepudepuyeckoit KpoBU CIOCOOHBI AuGdepeHIInpo-
BaTbCS B DHAOTEIUANIbHBIE KIeTKU in vitro [11]. Cunra-
€TCsI, UTO BCE T€MAaTOIMOATUYECKHUE CTBOJIOBBIE KIIETKU,
HE3aBHCUMO OT CBOETO MCTOYHMKA, CITY>KAT HOCUTETISIMU
mapkepoB CD34+ u CDI133+. Ha mosepxaoctu DKII
AKCIIPECCUPYIOTCST OHAOTEIMAIbHBIE MapKephl, TaKue
Kak pelentop-2 QakTopa pocTta 3HIOTENNSI COCYIOB
(VEGFR-2), CD31, sHaorenuaibHas CUMHTa3a OKCHUIA
a30Ta, COCYIMCThI SHIOTEMATbHBIN KaaArepuH, (hakTop
Buine6panga [6, 15, 18—20]. B Hacrosiiee BpeMs Hau-
0oJiee 4acTO MCITOJIb3yeMble MapKepbl JIJIsT ONpeaeIeHUs
SHIOTEIUATbHBIX KJIETOK-TIPEAIIECTBEHHUKOB — 3TO
couetanue CD34, CD133 u VEGFR2 (KDR) [21-23].

Ha pasnuyHbIX 3Tamax aHTHMOTeHe3a Ype3BbIUaifHO
BaXKHYIO pOJIb UTPAIOT (haKTOPhI, 00pa3yrolrecs B 3HI0-
teaun — ¢aktop pocra sHmorenaus cocynoB (VEGF);
KpOMe TOTO0, Ha TOBEPXHOCTU SHAOTEJINS €CTh PELIETITOPHI,
C KOTOPBIMU B3aUMOJEUCTBYIOT PETYISITOPHI aHTHO-
reHesa (QaHTUOIMOATUHBI, AHTUOCTATHH, Ba30CTATUH
U 1p.), oOpasyrolmecst B Apyrux kietkax [24, 25]. Cpenu
(akTOpOB, CIOCOOCTBYIOIIMX TMOBbIIIeHNIO TUTpa DITK
B TIJIa3Me KPOBU U TIPUBJICYEHUIO X B 00J1aCTh TTOBPEK-
JEHNS, CIIeAyeT YIOMSHYTh OKCHJ a30Ta, 3CTPOTEHBI,
JIUTIOTIPOTEMHBI BBICOKOW TJIOTHOCTH, 3PUTPOITOITUH,
a taxcke rpynny VEGF [26, 27].

ITpu GepeMeHHOCTH B OpraHMU3Me KEHIIWHBI TPO-
HWCXOISIT 3HAYUTETbHbIE M3MEHEHUSI COCTOSTHUSI COCY-
MUCTOTO pycja, Mpexae Bcero B 00JIaCTH MaTOYHO-
IUTalieHTapHoOTo JioXka. Bo BpeMsi 3Toro Tpoliecca
SHIOTENI CITUPATIBHBIX apTepHii B MATKEe MHOTOKPATHO
MOBPEXIAETCSI, MPOLIECC PEIHIOTENUZALUU TTOMOTaeT
BoccTaHOBUTH ToBpexneHust, DKII npu sTom urpatot
pEIIaIyIo POJIb.

Perynsiumio mponudepaiiiu KjieTox B nmpoiiecce aud-
(depeHIIMPOBKM M WHBa3uM TpodobiacTta OCyIlIecTB-
JITIOT WHTETPUHBI, KaJATEePUHBI, MOJEKYJBl KJIETOIHOM
anare3au W LMTOKWHBI. AHTHUOTEHHAs JesATeTbHOCTh
B TIJIAllEHTE YeJIOBEKa OPraHU3yeTCsT TTPO- U aHTUAHTHO-
TeHHBIMU TIOCPEIHUKAMU, TAKUMU KaK TUTalleHTapHbBI
¢dakrop pocra, VEGF u ero pacrBopuMblii pelenTop
sVEGFR-1 [28]. 3BecTHO, UTO 3CTpOreHbI 3allUIIAI0T
SHIOTEJNI COCYIOB TUIALIEHTHI M ITyMIOBUHBI BO BpeMsI
oepemeHHOCTH, cTuMyaupys  nipoaykiuio  VEGF
un Mobunusyst DKII. B murpannu SKIT urparot BakHy10
POJIb 3CTPaano, (haKTOp HEKPO3a OIMyXoJu anbda, 11.-6,
VEGF u monekyna knetounoit anresun (ICAM-1) [29].
Ilpu dusnonornyeckoit OGepeMEHHOCTH HCCIIeOBaHUE
B Tiepudepndeckoil KpoBM XKeHITUH KojmdectBa DKII
MOKa3aJio yBeJIMYeHNE STUX KIIETOK TO Mepe YBETUICHUS
recraioHHoro Bo3pacra [30, 31].

PesynbraThl MccaeqoBaHUi 1O OTIPEAEICHUIO KO-
gyectBa OKII mpu dusmonornyeckoit 0epeMeHHOCTH
W TIpU TIaTOJIOTUM, IO JAHHBIM JIUTEPaTyphl, BeChbMa
CTMOPHBI U TIPOTUBOPEYMBHI, TaK KaK HET cCrenuduye-
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CKMX MapKepoB [JIs1 OIpenesieHus 3TUX Kietok. M.D.
Savvidou u coaBT. [32], ogHaKo, OTMETWIN MpPU HU3U-
0JIOTMYECKON OepeMEeHHOCTH He3HAYUTEeJbHOE CHU-
xxeHune koauuectsa DKII nmpu yBenmyeHUM recraiivoH-
HOTO BO3pacTa, a TakKe YBeJIMYEeHUEe 3TOro MmoKazaTest
KJIETOK B KPOBM B CJydyae MHOTOIUIOJHOW OepeMeH-
Hoctu. B cBOMX mccnemoBanusax A. Attar m coaBT. [33]
HaOmonanu ymeHblieHue KonudectBa DKII B kposu
B TeueHue | u Il TpumecTpoB dusnosornyeckoit 6epe-
MmeHHocTH, ¢ III TpumecTpa mpoucxonuno HEKOTOpoe
YBEJIMUYEHUE COACPKAHUS ITUX KIIETOK.

ITo muenuto A.S. Lagana u coaBt. [34], cHUXXeHUE
B kpoBu koimyectBa OKII ¢ ¢denorunom CD34+
CDI133+VEGF-R2+ y GepemeHnHbix B TeueHue | tpu-
MeCTpa OTMeYajoCh JHIIb B Ciydyae IOCJEeIyIOIIEro
pa3BuTHs BriociencTBuu mnpeskaamricuu. F.S. Wahid
U COABT. BBISIBWIM TIPU TIPESKJIAMIICUM TTOJIOKUTETbHYIO
KOppEeNSIIUI0  MEXIy KoiudyecTBoM Kkietok CD34+
U TeCTAallMOHHBIM BO3pPacTOM, OOBEMOM TYITOBUHHOM
KPOBM, Maccoii Tejla pebeHKa MpU POXICHUU U MacCOi
mnateHThl [35]. T. Sakashita m coaBT. [36] oT™meTHIn
OoJiee BoipaxkeHHOe cHuxXeHune KoauuectBa DKIT y 6epe-
MEHHBIX C ITPe3KJIaMIICHelt MPU pa3BUTUM OTCIONKY TIa-
1eHThl. [TpennoxeHo ncmoib30BaTh ONpeaeIeHUE KO-
yectBa DKII B coyeTaHum ¢ KOHLEHTpamuei dakrTopa
Bunnebpanga B mia3Me KpoBU OepeMEHHBIX B ITO3THUE
cpoku rectanuu s auddepeHInalbHON TMarHOCTUKY
apTepuaIbHON TUTIEPTEH3UM U TMPEIKIAMIICUU, a TaKXKe
MPOTHO3MPOBAaHUS Pa3BUTUS B MOCIEAYIOIIEM OTCIONKHU
TUTALIeHTHI Yy OepeMeHHBIX ¢ TIpeakiaamricueii [37, 38].

B nutepatype moctaTouHOE€ KOJMYECTBO MCCIIe-
JIOBaHUI TMOCBSAIIEHO M3YYEHUIO TYIMOBUHHON KpPOBU
KaK MCTOYHMKA TEMOITO3TUYECKUX CTBOJOBBIX KIIETOK,
KOTOpBbIE TIPEACTABIISIIOT OOJBIION WHTEpEC IJIsS TpaHC-
TutaHTauuu. JlaHbl TTOAPOOHBIE ONMMCAHMST TEXHOJIOTUA
OTpefie/IeHUsT 1 BbIIeJIEHUs CTBOJIOBBIX KJIETOK, OLIEHKU
WX CIMOCOOHOCTU K mposudepanun U auddepeHIn-
pPOBKe M (hYHKIIMOHATBHBIX XapaKTePUCTUK C TTOMOIIBIO
METOJIOB KYJIETUBUPOBAHUS. BBIABIEHBI (aKTOPBI, BIU-
SIIOIIIME Ha MPOIIECChl CAMOOOHOBIIEHUS U AuddepeHim-
POBKM CTBOJIOBBIX KJIeTOK [39, 40].

Uccnenosanusa 1o ornpeaenennio kommdectsa DKIT
B TMYNOBMHHON KpPOBW, TIPEACTaBIISIIONIETO JIUArHO-
CTUYECKOe 3HayeHWe TMpM Pa3BUTUM TI€pUHATATILHOMN
MMaToJIOTMM, HEMHOTOYMCIIEHHBI. MI3BECTHO, UTO KOJM-
yectBo OKIT B MynmoBUMHHON KpOBU 3aBUCUT OT OCO-
OeHHOCTell TeueHUsT OepeMEHHOCTH M POJIOB, HaJIUYMSI
OCTpOW WJIM XPOHWYECKOW THUIIOKCUM TUIofa, CpoKa
recralvu, IoJjia U Macchl HOBOpOXaeHHOro [41]. BbisiB-
JIGHO, YTO TIpM TIPEIKIIAMIICUM OTMEUaeTCsl CHIKEeHUE
kosuectBa DKII B mynmoBMHHOI KPOBU MO CPaBHEHUIO
C TaKOBBIM Mpu (hU3MOJIOTMYEeCKOl OepemMeHHOCTH [42].
OtmeueHo Takxke cHuxeHue ypoBHs VEGF u yBenu-
yeHne sSVEGFR-1 B mynoBuHHO# KpoBU 1 oTpuULIaTeIbHAS
koppensitmst konuuectsa DKIT ¢ ypoBHeM pacTBopuMoOii
TUPO3UHKWHA3bI-1, YTO CBUIETEJILCTBYET O CHUXEHUU
(yHkumonanbHo# criocooHoctn DKIT [37, 38, 43].

OB30PbI JINTEPATYPbI

WccnenoBaHusi 3HIOTENMATbHBIX KIETOK B KpPOBU
HOBOPOXJEHHBIX TMPOBOAUINUCH C 1IEAbIO YTOUHEHMS
MEXaHU3MOB (OpMUPOBAHUSI HEKOTOPHIX IMATOJOTH-
YeCKMX COCTOSIHUI HEOHATaJIbHOTO TIepuoja, TaKUX
KakK TMOCTTUIOKCUYECKUE HapyIIEHUS CepIAeYHO-COCY-
IUCTON cuctembl [44], TiepuHaTagbHbIE TOPAKEHUS
LIHC [45]. Pe3yabrarbl 3TUX UCCIeAOBaHUI, TI0 HAIlIEMY
MHEHUI0, MOTYT OKa3aThCsl TTOJIE3HBIMU JUISI BBISIBJICHUSI
MapKepoB MPOTrHO3MPOBaHUsI yKa3aHHBIX COCTOSTHUIA.

Ilo npmaHHBIM  JIUTEpaTypbl, MpPeXIAeBPEMEHHbIE
pobl MOTYT TIPUBECTU K POXIEHUIO TIyOOKOHETOHO-
IIEHHOTO He3peJioro pedbeHKa ¢ pa3IuyHBIMU TATOJIO0-
TMYECKUM COCTOSIHUSIMU, XapaKTEepHBIMU IUISI JAeTei
JIaHHOW KaTeropuuv, B TOM YHUCJIe PECIUPATOPHBIM
JNIUCTPECC-CUHAPOMOM,  OpOHXOJIETOYHOW  JUCILIa-
3ueit, peTuHomnaTtueit n T.4. [46]. B uccinemoBanusx K.
Safranow [47] moka3zaHo, YTO Yy HEAOHOIIEHHBIX AeTei
C pecrnupaTropHbIM JUCTPECcC-CUHAPOMOM  (oToTe-
panus ycunuBaeT BbicBoOoxneHne DKIIT B kpoBooOpa-
IIeHWe ¢ yBeJIWYeHUeM TMpojudepanun KieTok. Bbiz-
BaHHBII (poToTepanueii BoIOpoc DKIT accounuponacs
¢ yaydmieHueM QyHKUMU Jierkux. OTMeueHo, 4TOo TI0
CPaBHEHUIO C JIOHOUIEHHBIMU JETbMU B TYMOBUHHOM
KPOBU Yy HEJOHOILIEHHBIX JeTell ObLIN 0oJjiee BHICOKUE
ypoBHu DKII ¢ dpenorunom CD133+ CD34+ CD144+
U 3peiblX 3HI0TEeIUOIUTOB ¢ (eHoTtunom CDI33—
CD34+ CD144+. Y HenoHOUIIEHHBIX JIeTel TTpU Koppe-
JISIIIMOHHOM aHaJin3e Oblla OOHapykeHa oTpUlaTesIbHast
cBsa3b Mexy KonmdectBoM DKII u olieHKO# mo mikae
Arirap 1 nojioxkuTtesnbHas — Mexay Kojaudectsom DKIT
U PUCKOM Pa3BUTUSI PECITMPATOPHOTO IUCTPECC-CUH-
npoma, OpoHxosierouHoit mucrutasuu. [lpu wmccneno-
Banuu KonuvectBa DKIT y HOBopoxXIeHHBIX B Tiepude-
prUYeCcKOi KpOBU B AMHAMUKE ITOCTHATAJILHOTO Meproa
BBISIBJICHO, YTO Y IOHOIIEHHBIX JIETel WX KOJIMYECTBO
HE M3MEHSUIOCh, B TO BpeMsl KaK y HEIOHOIIEHHBIX
MOCTENEeHHO YMEHbIAJIOCh B T€YEHUE 3TOrO Mepuoja.
Kpowme Toro, ycraHoBJIeHA MOJOXUTETbHAsI KOPPETSIAS
MEXy KOJUYECTBOM 3PEJIbIX DHIOTEIUOIIMTOB U KOH-
ueHtpauueit VEGF B nmynoBUHHON KpPOBU Yy HEAOHO-
meHHbIX faeteit. CoryiacHO pesyabraTamM MCCIeI0BaHUS
OKII moryT criocobcTBOBaTh aKTUBAIlMM aHTHOTeHe3a
B JIETKUX, YTO HEOOXOAMMO YYUTHIBATh MpU MpoduIaK-
TUKE ¥ JIeYeHUST OpOHXOJIETOUHOM nuctasnu [47].

G. Paviotti u coaBt. [48] BbIIBIEHO, 4YTO Yy TiIy0O-
KOHEJIOHOIIIEHHBIX HOBOPOXJIEHHBIX ypoBHU OKII
¢ ¢enorunom CD34+ KDR+ npu poxkneHum mocro-
BEpHO HE pa3iuyajivch B TpyINax AeTeil ¢ pa3BUTHUEM
OpPOHXOJIETOYHOI IHMCIUIa3uu M 0e3 TakoBoil. OmHaKo
aBTOPBI YTBEPXKIAIOT, YTO CBSI3b MEXAY CHUKEHHBIM
konmyectBoM DKII y HETOHOIIIEHHBIX HOBOPOXKIEHHBIX
MpU POKACHUU 1 Pa3BUTHEM Y HUX BIOCJIEJACTBUM OPOH-
XOJIETOYHOM AUCIIa3UM MOKET UMETh KIIMHUYECKOe 3Ha-
YeHUe U HYXXIaeTcs B TaJibHElIIIeM u3ydeHuu [48].

V. Siavashi u coaBt. [49] oTMeTHIM, YTO y HEIOHO-
IIEHHBIX HOBOPOXIEHHBIX, Y KOTOPBIX Pa3BUJICS CETICUC,
konmyectBo OKII u comepxanme VEGF, SDF-1,
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AHTUOIOATUHA-2 B KPOBU OBIJIO CTATUCTUYECKU 3Ha-
YUMO BBIIIE, YeM B KOHTPOJIBHOM TpyTiIie neTeit 6e3 cer-
cuca. Cumuraercs, uro DKII crmocoObCTBYIOT aHTMOTEHE3Y,
TaK Kak MOTYT MUTPHPOBATh B TIOBPEKAEHHbIE CYOIHI0-
TeJMaNbHbIE CIIOW W BBI3bIBATh PeTeHEepalldio SHIOTE -
aJbHOTO Oapbepa, 0OCOOEHHO B COCTOSIHUM CHCTEMHOTO
BocItayieHus sHpotenus [11, 49].

Takrm 06pa3oM, SHIOTETMATbHbIE KJIETKU-TIPEAIIECT-
BEHHUKHM OTPAXKAIOT COCTOSTHUE DHIOTEINS, €TO TIOBPEXK-
NEHUsT WJIM pereHepaTUBHBIE BO3MOXHOCTH, WIPAIOT
BaXXHYIO POJIb B Pa3BUTUU M PETYIUPOBAHUM BaCKYJIsI-
pusanuu. B HacTosIee BpeMst MHTEPIIPETAIIUIO U COTO-
CTaBJIeHUE TIOJIyYEHHBIX PE3YIbTaTOB 3aTPYAHSIET OTCYT-
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POTaBl/IpyCHaﬂ l/IH(l)eKlll/lﬂ N UMMYHHUTET: TUCKYCCUOHHbIC BOIIPOCHI KJIMHUKO-

HMMYHOJIOTHYE€CKNX UCCJIeIOBAHUM

C.I. TopoyHos, JI. H. Maszankosa, A.H. Ocvkun

®reoy ANo «Poccuiickas megnumHckas akagemMust HenpepbIBHOrO NPodecCnoHansHoOro 06pasoBaHns»
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Rotavirus infection and immunity: discussion issues of clinical and immunological studies

S.G. Gorbunov, L.N. Mazankova, A.N. Os’kin

Russian Medical Academy of Continuing Professional Education, Moscow, Russia

B 0030pe npeacraiieHbl JaHHbIE JUTEPATYPbI, KACAIOIMECS MEXAaHU3MOB MMMYHHOTO OTBETA NPH POTABUPYCHOU nHpekun. OT™e-
yaeTcs Beaymas poyib (p)aKTOPOB BPOXKIEHHOT0 HMMYHHUTETA B 3alIMTe OPraHu3Ma ot poraBupyca. [lokaszaHo, 4To KakK KJIeTOYHOE,
TaK U TyMOPAJIbHOE 3BeHbs] UMMYHHO# CHCTEMbI HMEIOT 00JIbIlIOe 3HAYEHHE B MATOreHe3e poTaBupycHoii nugekuuun. B ocHoe npo-
TEKTUBHOTO 3(h(heKTa JeKUT aKTUBANMSA CHCTeMbl HHTepPdepoHa M APYruX HMTOKUHOB, a Takke TLR — BpoXKIeHHOro MMMYHHOTO
penenrtopa mis apycnupaiabnoii PHK porasupyca. OtpazkeHbl TaKKe BO3paCTHbIE ACNEKTHl HMMMYHHOTO OTBETA, KOTOPbIE 00YCJIOB-
JIMBAIOT 00Jiee BLICOKYIO BOCTIPUMMYHMBOCTD K POTABUPYCY B HEOHATAJIbHbII MEPHO M YMEHBUIAIOT €€ C BO3PACTOM.
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The article reflects the literature data on the immune response mechanisms to rotavirus infection. The authors note that innate immu-
nity factors play the leading role in protecting the organism from rotavirus.
They demonstrate that both cellular and humoral components of the immune system are important in the pathogenesis of rotavirus
infection. The protective effect is based on the activation of interferon and other cytokines, as well as TLR — innate immune receptor
for double-stranded rotavirus RNA. The authors also describe the age-related aspects of the immune response, which cause a higher
susceptibility to rotavirus in the neonatal period and its reduction with age.

Key words: children, rotavirus infection, immunity, cytokines, interferon, TLR.

For citation: Gorbunov S.G., Mazankova L.N., Os’kin A.N. Rotavirus infection and immunity: discussion issues of clinical and immunological
studies. Ros Vestn Perinatol i Pediatr 2020; 65:(2): 28-33 (in Russ). DOI: 10.21508/1027-4065-2020-65-2-28-33

POTaBHDYCHaH nHOPEKINST — IIAPOKO PpacIpocTpa-
HEeHHoe 3a0ojieBaHME B JIETCKOM BO3pacTe. DKC-
neptel BO3 oOpamatlor BHUMaHWe Ha TO, YTO TMpak-
TUYECKU KaXIblli peOeHOK paHHero Bo3pacra Iiepe-
HOCUT POTaBUPYCHYIO MH(EKIINIO, HE3aBUCUMO OT pachl
U COLMAIbHO-9KOHOMMYeckoro craryca [l1—3]. Akty-
aJIbHOCTh TIPOOJIEMBI OTIPENIEIISIETCSI HEe TOJBbKO YPEe3BbI-
YallHO WIMPOKOU pachHpoCTPaHEHHOCThIO pOTaBUpyca
B TOMYJISIIIUU, HO TaKXKe JOBOJBHO TSKEJIBIM TeUYECHUEM
3a00J/IeBaHUSI C PA3BUTHMEM BKCHMKO3a pa3jIMYHON CTe-
MeHu, HapylleHui hepMeHTalluy YIJeBOAOB, 1UcOM03a
KUIIEYHUKA, BHICOKMM PHUCKOM DPa3BUTUS OCJIOXHEHUIA
(runoBosieMuueckuit mok, mnopaxenue LHHC wu np.),
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a TaKXe BO3MOXKHOCTBIO BHYTPUOOJBHUYHOTO WHOU-
mpoBaHus (31—87% ciaydaeB BceX HO30KOMUATBHBIX
Jrapeii), 4To TPUBOANT K YXYIIIEHUIO COCTOSTHUST O0Tb-
HOTO W YBEJIWYEHUIO JTUTEIBHOCTH €ro TpeObIBaHUS
B crauuoHape [4]. Ha momo poraBupycHoOil MHDeKIIU
npuxonutcst 6osee 80% Bcex cydaeB OCTPBIX KUIIIEYHBIX
uHpekmii ¢ pacimdpoBaHHON  3THOJOTHENH  [5].
B mocnenHue Tombl MOSIBUIIMCH (DaKThI, CBUAETEIBCTBY-
JOIle O TOM, YTO POTABMPYC MOXKET BBHI3BIBATH MATOJIO-
TUYECKUI TPOIIeCC KaK B KETyIOYHO-KUIIIEYHOM TPaKTe,
Tak M B APYIMX OpraHax M CHCTeMaX — TrOJIOBHOM MO3Te,
JIETKUX, TMOYKax, MUOKapiae W Op., OCOOEHHO y JeTeit
MEPBBIX JIET XXU3HU C AeheKTaMu UMMyHUTeTa [6].

B HacTosiiee BpeMsT XOpOIIIO M3ydeHBI OCHOBHBIE
MaToreHeTUYeCKre 3BeHbsI OCMOTHYECKON  aHMapeu
MpU POTABUPYCHON WHMEKIUU: TIPIMOE ILIMTOMaTHYe-
CKOe JIeICTBUE pOTaBUpyca Ha SHTEPOILUTHI, POJIb IHTE-
POTOKCWHA, BTOpUYHAs auvcaxapupasHas (TperMylie-
CTBEHHO JIaKTa3Hasl) HeIOCTAaTOYHOCTb W HapylIeHUe
GYHKUIMI  HOPMaIbHOW  MMKPOMIOPHl  XKEJTyTOUHO-
KUIIEYHOTO TPaKTa, KacalollInXCcsl B OCHOBHOM CUHTE3a
KOPOTKOILIETIOYEYHBIX  IMOJMHEHACBIIIEHHBIX  JIETYUYHUX
KMPHBIX KUcoT [7]. TeM He MeHee B HEAOCTaTOYHOIM
Mepe OCTaeTCsl M3YYeH acleKT TaToreHe3a, CBSI3aHHBIN
C BIUSHHUEM pOTaBUpyca Ha UMMYHUTET BOCTIPMUMYM-
BOTO K HEMY OpraHu3Ma IMalMeHTa, YTO MOXET MTpaTh
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Top6ynos C.I. u coaem. PotaBupycHas nHMEKIIMS 1 MMMYHUTET: TUCKYCCUOHHbBIE BOMPOCHI KITMHUKO-MMMYHOJIOTUECKIX MCCIeNOBAHMI

BaXXHYIO POJIb /IS TIOC/IEAyIoIIero (popMrupoBaHusi BHE-
KUIIEYHBIX TIPOSBJICHUI 3a0ojieBaHUsI, XPOHU3AIUU
MHOEKIINH, ee PELIUANBOB, a TAKXKE CIIYKUTh TPUTTEPOM
BO3HUKHOBEHUSI ayTOMMMYHHOTO TIOPaXKE€HMST KeTy-
JIOYHO-KUIIIEYHOTO TpakTa. B rocienHee BpeMsi akTUBHO
U3y4yaeTcsl yJyacTre amanTUBHOTO MMMYHUTETa B CaHO-
reHe3e TpU POTAaBUPYCHON WHGEKIIMU, OIHAKO TOJIy-
YeHHBbIE JaHHbIE HOCSIT pa3pO3HEHHBIN U 3a4acTyio Mpo-
TUBOpPEYMBBIN xapakTep. HecMoTpss Ha HeCOMHEHHBIE
NIOCTMKEHUsSI B TIOHMMaHUM TaToreHe3a OOJIE3HH,
MHOTHE MPOIECCHl AMMMHUHAIIMKA pOTaBUpyca, O0O0YCIOB-
JICHHbIE MeXaHW3MaMM HeCTeIM(pUUIECKON  3allUTHI,
OCTalOTCSl HEAOCTaTOYyHO u3yyeHHbIMU [8]. B cBolo
ouepenb OrpesesieHrne OCOOEHHOCTeH HMMYHOTeHe3a
pPOTaBUPYCHOM MHMEKIIUU TTO3BOJIUT TEOPETUUECKU 000-
CHOBaTh BO3MOXXHOCTh Ha3HAYeHUsI UMMYHOIIPETIapaToB
IUJIST JIUeHUST IeTel ¢ 3TUM 3a00JIeBaHUEM.

Bce octpbie kuiieuHble MHGpEKIMM Kak OakTepu-
aJbHOM, TaK M BUPYCHOM BSTHUOJOTMU OOBIYHO TIPOTE-
KawoT Ha (h)OHE MECTHON MMMYHOCYIIpECCUU U eUIIuTa
IgA, KOTOpBIH CBA3BIBAETCA C MATOTEHHBIMU U YCJIOBHO-
MaTOreHHBIMU MUKPOOPTAaHU3MaMM Pa3IUIHOTO TPO-
WCXOXIEHUST U TIPEMSITCTBYeT WX anre3uy Ha KIIETKax
CIIM3UCTON 000I0UKM KnileuyHuKa [9]. Bo3pacTHbie oco-
OeHHOCT (PYHKIIMOHUPOBAHUS WMMYHHON CUCTEMBI
y JeTeil TIepBBIX JIET KU3HU HEe TIO3BOJISIIOT B JOJKHOM
Mepe 3alUTUTh SHTEPO- U KOJOHOLMUTHI, a TaKXKe opra-
HU3M pebeHKa B 1IeJIOM OT BO3IAEHCTBUS TATOT€HHBIX
MUKpPOOpraHu3MoB. JlokazaHo, UTO y IeTeil paHHEero BO3-
pacta MMMYHHasl CHCTeMa OCTaeTCsl HECOBEPIIEHHOM,
a UMEHHO: KOJMYECTBO IJIa3MOLIMTOB, CUHTE3UPYIOIINX
IgA,, npubauxaeTcs K aHAJTOTMYHOMY ITOKA3aTeNto
V B3POCJIBIX TOJIBKO KO 2-MY TOAY JKU3HU, a COIepKaHne
MYKO3aJIHOTO IgA — nuTiTs K Bo3pacTy 6—8 JieT.

Y uyenoBeka TyMOpaJbHBII WMMYHHBIA  OTBET
Ha poraBupyc (OpMHUPYETCS TOCTETIEHHO, BCJEACTBUE
YeTo ¢ KaXKIbIM HOBBIM 3ITU30I0M MH(MEKIINY CHIUXKAETCS
PUCK Pa3BUTUSI MOCTETYIOIIETO U YMEHbIIIAETCS TSKECTh
nuapeiitHoro cuHapoma. CyliecTByeT TmpsiMasi Koppe-
JISIIUST MEXKIY YPOBHEM CBIBOPOTOYHBIX IgG 1 0co6eHHO
IgA x poTaBupycy U PUCKOM BO3HUKHOBEHMSI 3a0o0Jie-
BaHus [10]. T1py 3TOM BaXkHO TOMHUTH, YTO UMMYHUTET
K pOTaBUpYCYy He 3allUIlaeT OT MH(EKIIMN KaK TaKOBOM,
a TOJIbKO JIMIIb OT Pa3BUTHSI KJIMHUYECKU MaHU(ECT-
Horo 3abojeBaHusl. B wuccienoBaHuM, TpOBEIEHHOM
B IlBeunu M. Hagbom (2015) [11], O6buto mokasaHo,
yto y 200 HOBOPOXIEHHBIX pOTaBUpPYCHasi WHGEKIIUs
XapaKTepu30BaJlaCh CPEIHETSIKEION WIW TSKeJIOo aua-
peeil B TeYeHME TMEPBBIX NIBYX SIMU30[0B, HE3aBUCUMO
OT TOTO, TIPOTEKAJIO JIM MePBUYHO 3a00IeBaHNE B MaHU-
dectHOIT mm cyoknmHudyeckoit dopme. [Nocnenyromime
clyJ4an pPOTaBUPYCHOW WHGMEKIUM y HUX OTINYAIUCh
MEHee TSKEJIbIM TeYEHUEM I10 CPaBHEHMIO C MPEIbIIy-
KUMHU, OOyCIOBIEHHbIMU yaile cepoturiom G. ABTO-
pamMu TIOKa3aHO, YTO OECCUMIITOMHOE T€YEeHUE POTaBU-
pycHoli WH(pekuuu BcTpeyaercss B 3—4 pasza yalie
KJIMHWYecK MaHubecTHbIX (hopM. BeposiTHO, uyTO MaTe-

pUHCKHME crienrduuecKre aHTUTeNa, KOTOpble peOeHOK
MOJIyJaeT yepe3 TUTAlleHTY W B TepPBbIE MeCSIIbl XU3HU
C TPYOIHBIM MOJIOKOM, OKa3bIBaIOT MPOTEKTUBHOE MHeii-
CTBHME B OTHOIICHWM POTaBUpYyca. B CBSI3M ¢ 3TUM MUK
3a00JIeBAEMOCTH  POTaBUPYCHON WHGEKIMEH Mpuxo-
IUATCS Ha Bo3pacT 7—15 Mec u Tosibko 1 u3 5 uHbUIMpo-
BaHHBIX 3a00JIeBaET B MepBbie 2 MeC Ku3HU [11].

TTproGpeTeHHBIN eCTeCTBEHHBIT MMMYHHUTET TIPOTHUB
poraBupycHoli uHdekiuu Obl1 uzydyeH y 200 Mek-
cukaHCKuUX W 373 uHaMiickux paeTeit, HaOJ0gaeMbIX
¢ poxneHust 1o 2—3 netT. Puck pa3BuTusi TIepBUYHOTO,
MOBTOPHOTO M MOCJEAYIONINX 3MU30/10B POTaBUPYCHOM
uHbeKuMn y aeteit B Mexuko 3a 1 Mec XXU3HU CHUXAJICS,
COOTBETCTBEHHO, Ha 28, 69 u 64%, Torna Kak B MHIW-
ckoM Bemope — Ha 10, 51 1 67%. TToBbIlIeHHBIE TUTPBI
cbiBOpoTOouHbIX IgA 1 IgG K poTaBupycy obecrieunBain
YaCTUYHYIO 3alIUTY OT 3TON MHGEKIINY ¢ Bo3pacToM [12].

B uccnenoBanuu J. Pott u coaBt. (2012) [13] ycTa-
HOBJIEHO, YTO BOCIIPMUMYMBOCTb K POTABUPYCY Y HOBO-
POKIEHHBIX MBIIIEH M COCYHKOB BEIIIIE, YeM Y B3POCIBIX
0co0eli, Y KOTOpBIX 3a00JieBaHMe dallle ITpoTeKalo Oec-
CUMIITOMHO, WJIU Ha0JTI0J1aJI0Ch BhIIEICHUE HE3HAUNTETb-
HOTO KOJIMYeCTBa BO30ymuTesist. MeXaHU3Mbl BPOXKICH-
HOTO MMMYHHOTO OTBETa TPU POTaBUPYCHON WHOEKIINKA
B 3aBUCMMOCTHM OT BO3PaCTHOTO (hakTopa ObLIU M3Y4YeHBI
Ha MOJIeJIM 3TOTO 3a00JIeBaHMST Y MbIIIe. DKCrpeccus
BPOXIEHHOTO WMMYHHOTO pelenTopa s JIBYCITHU-
panbHOI1 PHK poraBupyca — TLR-3 — okasaiach HU3KO#
B BMUTEJUM TIOJIOCTA PTa MBIIIE-COCYHKOB, HO PE3KO
YBEJIMUMBAJIACh B TIOCTHATAJIBHOM MEepUOJIEe, 0OpaTHO KOp-
penupys ¢ BOCIPUUMYUBOCTBIO K 3TOMY BO30OYIWTEIIO,
BUPYCOBBIIEICHUEM U CTEMEHbIO TMCTOJOTMYECKOTO
noBpexaeHus. B3pocibie 1abopaTopHble MBIIIKU C aedu-
muroM TLR-3 mposgsisyim 3HaunTesIbHO OoJsiee BBIpa-
JKEHHOE BBIIEJICHUE BUPYCHBIX YaCTHI[ M CHIDKEHHYIO
SIUTEIMATIBHYIO  OKCIIPECCHIO  TTPOBOCTIAMTETBHBIX
W TIPOTUBOBUPYCHBIX TEHOB IO CPAaBHEHWIO C JKMBOT-
HBIMU TOTO K€ BO3pacTa, OOUTAIOIINMH B €CTECTBEHHBIX
yCIOBUSIX. B OT/IMYME OT 3TOr0 MBIIIN-COCYHKU C Hetu-
mutoM TLR-3 He mposiBisuin HapylieHU CTUMYJISIIUA
SIUTEIMATIBHBIX KJIETOK WJIM TTOBBIIIEHHOM BOCTIPUUM-
YUBOCTH K POTaBUPYCY. 3HAUUTEIBHOE YBEJIMUEHHUE DKC-
npeccun TLR-3 ¢ Bo3pacToM Takxke ObIJIO OOHAPY:KEHO
B OMornTaTaXx TOHKOI KMIIKY y YestoBeKa. ClreqoBaTeIbHO,
noBbillieHHas 3Kkcrnpeccusi TLR-3 B anutenuun B paHHEM
BO3pacTe MOXET CITOCOOCTBOBATH 00JIee BHICOKOI BOCTIPU-
MMYMBOCTH K poraBupycHoi uHdekmu [13]. [TockonbKy
MEXaHM3Mbl HMMMYHHOTO OTBETa TIpU POTABUPYCHOM
WH(MEKIUU He TIOJHOCTBIO W3YYeHBI, JUId pelIeHUs
BOIpOCa O POJIM aHTUTEIO000Pa30BaHUS, MECTHOTO U CUC-
TEMHOTO MMMYHUTETa B TaKMX CJIy4asiX MOTJIO ObI OBITh
MOJIE3HO MOJIEJMPOBAHKME T1aTOJIOTMUECKOTO Tpoliecca,
BBI3BAHHOTO POTaBUPYCOM, Ha XKMBOTHBIX, KaK 3TO TMpoJIe-
MOHCTPUPOBAHO B OIMTMCAHHOM BBIIIIE ClTyJae.

Kak m3BecTHO, B KJIeTKaX MJIEKOMUTAIOIINX, B TOM
YHCJie YeJOBeKa, MepBOi JIMHUEH 3alIUThl OT BUPYCHBIX
MaTOTeHOB SIBJISIETCSI BPOXAECHHBI WMMYHHBIN OTBET,
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XapaKTepU3yIININCcsS WHAYKLIMEeH CcuHTe3a uHTepde-
poHoOB | TUMa ¥ APYrUX MPOBOCTIATUTENbHBIX IIUTOKUHOB,
KOTOpBIE CO3aI0T TPOTUBOBUPYCHYIO Cpely Kak B MH(MU-
IIMPOBAaHHBIX, TaK U B COCEIHUX HEWHQUIIMPOBAHHBIX
kieTKax. Permiukaius poraBupyca MHIYLMPYET CUHTE3
uHTepdepona I tumna. I[Ipu 3ToM mokazaHo, 4TO OOpa-
3ylolllMecss B pe3yabraTe AaHHOTO TIpoliecca OIHO-
menouyeuyHsie TpaHckpuntel PHK cioykat MoimHbIMU
nHAyKTopamMu uHTepdepoHa. Kpome Toro, Oombime
PHK, Boinensiemble 13 MHOUIIMPOBAHHBIX POTaBUPYCOM
KJIETOK 4epe3 6 4, Takke aKTUBUPOBAJIW CUHTE3 WHTEP-
(¢epoHa, Torma Kak corocTaBuMasi Oosblasi (ppakiius
PHK, BblgeneHHasi M3 KIETOK, WHOUIIMPOBAHHBIX
TOJBKO B TeueHue | 4, He obiamana 3TOW CTUMYIUPY-
fo11eit aKTUBHOCTBIO [ 14].

BpoxneHHBIE MMMYyHHUTET — BeAylIuil ¢dakTrop
3alIMTHl MPU POTAaBUPYCHON WHGEKIIMU 3a CYEeT BO3-
neicTBusl Ha cucteMy MHTepdepoHa. JlokaszaHo,
YTO POTAaBUPYC OJIOKMPYET SKCMPECCUI0 TEHOB, MHIYIIM -
poBaHHyto uHTepdepoHamu I u Il Tunos, u npenoTspa-
1IaeT UX HaKOIUIeHUE B sIIpe MHMUIIMPOBAHHOM KJIETKU.
B pesynbrate MoxeT orpaHUYMBATBLCSI TTIPOTUBOBUPYCHOE
neiicTBre MHTEpdepoHa, BbIpadaThIBAEMOTIO Ha paHHUX
cTagusiX poTaBUpyCHON MHMeKuu. DT1oT 3hGheKT ObLI
XapakKTepeH 11 BCeX TMPOTeCTUPOBAHHBIX IITAMMOB
poTtaBupyca TPYIbl A, BKIOYast IMBEPTeHTHBIN MTUYNIA
mraMM. MyTaHTHBIE IITAMMBI pOTaBUpyca MOTYT TaKUM
neiicteuemM He obOmamatb. [Ipu 3TOM Bce poTaBUpYCHI
00e3bsiH, KOTOPBIMU ObLIM WHOUIIMPOBAHbI MaKaKM-
pe3ychl, monooHoro 3¢ dekTa He naBaiu [15].

OCHOBHOI M yHUBepcaJbHbIl paHHUI BPOXIEHHBII
OTBET KJIETKM, WH(UIIMPOBAHHON BUPYCOM — CEKpeLMsI
LIMTOKWHOB, TIPUHAJIEXKAIIMX K CeMENCTBY WHTep(de-
poroB I, IT wu III tumos [16]. PacrosnaBanme PHK-
cozepXaliux BUPYCOB, B TOM UYHMCJIEe pOTaBUpyca, TTPOUC-
xoaut nocpenctBoM aktuBaunu TLR-3, TLR-7 u TLR-9.
B skcrieprMeHTe Ha TI0JIOBO3PEJIBIX MBIIIAX YCTAaHOB-
JIGHO, YTO BBEJCHME OTPaHMUYEHHON [03bl pOTaBHpYCa
npuBoguiao K skcrnpeccun TLR-3 u cuHTe3y mHTepde-
poHa III Tumna. ¥ nereit 1 XXMBOTHBIX POTaBUPYC aKTUBM-
pyeT Takke obOpazoBaHue nHTepdepoHoB | u Il Tumos.
IIpu 3TOM OTMEUaeTcs, UTO 3apakeHue HOBOPOKIEHHBIX
TEJISIT HUBKUMU J103aMU pPOTaBUpYCa BBIBIBAIIO Yy HUX
TSDKEYl0, HO KpaTKOBPEMEHHYIO JMapelo, CcouyeTaB-
LIyIOCSl C 3a[epKKOi BbIpaOOTKM HMHTepdepoHOoB. B TO
K€ BpeMsl KUBOTHbIE, WH(MUIMPOBAHHBIE BBICOKUMU
J103aMU poTaBUpyca, paHO CUHTE3UPOBaIU UHTEP(HEPOHHI,
U avapesi y HUX Oblla HETSKeJoi. DTH UcCcaenI0BaHUSs
MMOKa3bIBAlOT, YTO, XOTSI POTABUPYCHI BOCTIPUMMYMBBI
K uHTepdepoHaM, Y HUX eCTb MeXaHW3Mbl M30eTaHMsI
WIN TTogaBiieHUs 3(pdeKToB nMHTEpPEpPOHOB, TTO KpaiiHel
Mepe, Ha paHHUX cTaausix oone3Hu [17].

C 9TUM YTBEpXIEHHEM COIJIACYIOTCS TOJyYeHHbIE
HaMU paHee JaHHbIe O COXpPAaHEHWU Y JeTeil C poTaBU-
pycHo# nHdeximeit Ha 1—2-e cyTKr 3a00J1eBaHUs ChIBO-
POTOYHBIX MUHTEP(HEPOHOB-0. U -y B Mpeesiax HOPMBbI,
Torga Kak WX WHIYIMPOBaHHAs MPOMYKIIMsS OKa3ajlach

OB30PbI JINTEPATYPbI

CHIXEHa. DTO CBUAETEJILCTBOBAJIO O HENOCTaTOYHOCTHU
MPOTUBOBUPYCHOTO MMMYHUTETAa B OTBET Ha HarpysKy
aHTUreHamu potaBupyca. MccinemoBaHue B AMHAMUKE
yepe3 5—7 nHEW He BBISIBUWIO CYIIECTBEHHBIX HU3Me-
HEHMI conepXaHUs 3TUX LUTOKUHOB: YPOBEHBb CBHIBO-
POTOUHBIX UHTEPGHEPOHOB-0. U -y HE MPEBBIIAT HOPMY,
a WX WMHIYLMpPOBaHHAs MPOMYKIIMSI OCTaBajach CHM-
xeHHOU y 75,2 m 80,4% neteif cOOTBETCTBEHHO. Takoe
coxpaHeHMe AedulmMTa MHAYUMPOBAHHOW TMPOMYKIIUU
UHTEpPEPOHOB-0. U -y B MEPUOJ PaHHE peKOHBaJeC-
LIEHIIMA CBUACTEJIbCTBYET O CHIKEHUM BO3MOXHO-
creil uHTepdepoHOoreHe3a M JJIUTEIbHOCTU MMMYHOCY-
npeccuu [6].

BpoxneHHBIT MMMYHMTET oOOecreuynBaeT HeMe-
JICHHBI MeXaHU3M T10JaBJIeHUsI BUPYCHOM peruimKauuu
1 HeoOxoauM st 3 GEeKTUBHOTO afanTUBHOTO UMMYH-
HOTro oTBeTa Ha poTaBupyc. IIpoBeneHHBIE Ha MbIIIAX
9KCTIEPUMEHTHI TTOKA3aJIM, YTO POTABUPYC 3aITyCKaeT MPo-
JYKIIMIO TIPOBOCITAJIMTENIbHBIX IMTOKMHOB, B TOM 4HCJIe
uHTepdepoHoB | Tumna B Makpodarax KOCTHOTO MO3ra,
4YTO O00eCIeunBaeT 3aluTy oT 3Toil nHbekmu [ 18].

Heobxomumo  ormeruth, uTo Kietku CD4+
cpean  Bcex T-XenmepoB — SIBISIIOTCS  KJTIOYEBBIMM,
TaK KaK MMEHHO OHM KOHTPOJIMPYIOT 3aIycK U KJie-
TOYHO-, U TYMOpPaJIbHO-OTIOCPEIOBAHHOTO aIalTUBHOTO
MUMMYHHOTO OTBeTa. YCTaHOBJieHO, uTo KieTku CD4+
W aHTUPOTaBUPYCHbIC aHTUTEJIa B HAMOOJIbIIIEH CTereH!
CMOCOOCTBYIOT JIMMUHAILIMK POTAaBUpYca U3 MaKpoopra-
Hu3Ma, rpu 3ToM Kiietku CD4+ peanusytor 3ToT apdekr
ObICTpEe, YTO COIPOBOXKAAETCS TOCTOBEPHBIM CHUXKE-
HUEM Y JIeTeil ¢ poTaBUpyCHOM MHGEKIIMeN KaK TaHHOM
cyononynsiimu, Tak M T-XearnepoB B LIEJIOM, MPUBOJIS
K aucbanaHcy T-xelmepHOro oTeera u, COOTBETCTBEHHO,
HapylLIEHUIO CUHTEe3a IMTOKUHOB [19].

Knetkn CD4+ BaxHbl HE TOJBKO TIPU TMEPBUYHOM
WHQUIIMPOBAHUM POTAaBUPYCOM, HO U TIPU TTOBTOPHOM
nHpekuun, a Takke mpu BakuumHauuu [20]. Tloka-
3aHO, YTO y JIET€il B OTJIMYME OT B3POCIBIX IMPU POTABU-
pycHol MHpeKuru HabIogaeTcs KpaliHe HU3KUR ypo-
BeHb KieToK CD4+, cekperupyoimnx UHTEPHOEPOH-Y,
u ux (yHKIMOHaAIbHAsI aKTUBHOCTh TaKXe Maa.
In vitro ycTaHOBJIEHO MPOTUBOPOTABUPYCHOE JEHCTBUE
nHTepdepoHa-y, ero 3HaueHUe IJIsl BHEKUILIEYHOTO pac-
MPOCTPaHEHUSI U CTMOCOOHOCTb MHTMOMPOBATH PEILIM-
Kaiuo Bo30Oyautenst [21]. MHorumu aBTOpaMu oripe-
nesieH 6oJiee BbICOKUI ypOBEHb UHTEep(epoHa-y y neTeit,
WHQUIIMPOBAHHBIX  POTaBUPYCOM, IO  CPaBHEHUIO
¢ HeuH(UUMPOBAaHHBIMU. BmecTe Cc TeM MOSIBUIUCH
JIaHHBIE O CITOCOOHOCTHM HEKOTOPBIX IITAMMOB POTaBU-
pyca «yCKOJIb3aTh» OT BO3/IEHCTBMUSI HA HETO UMMYHHOM
CHUCTEMBI, UYTO OOBIYHO KOPPEIUPYET C HU3KUM YPOBHEM
uHTepdepona-y [22].

KpomMe Toro, poraBupycHass WHMEKLIMS MOXET
CIy>XKUTh TPUITEPOM pa3BUTUSI caxapHOro mauadera.
Ha wmbimmHON# Mopenu yCcTaHOBJIEHO, 4YTO TOJ BO3-
NeiCTBMEM poTaBUpyca NEHIPUTHBIC KJIETKM WHAYLW-
pytor aktuBainuioo T- m B-numdonuroB mocpenctBom
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cekperuy uHTepdepoHa | Tmma. AKTUBaLMSI TUX JIEH-
NIPUTHBIX KJIETOK 3aBUCUT OT pacno3HaBaHusi PHK
poraBupyca TLR-7. Takoii MexaHU3M aKTHBALlUU UMMY-
HOKOMIIETEHTHBIX KJIETOK Yy MH(UIIMPOBAHHBIX POTaBU-
pPYCOM MBbIIIIEi MOXKET CMOCOOCTBOBaTb YCKOPEHHOMY
pPa3BUTHIO Yy HUX caxapHoro auabera [23].

Hesicha posnb MOHOHYKJIEapHBIX KJIETOK Tepude-
pUYECKOll KpOBM B 3alllUTe OpraHM3Ma OT poTaBuUpyca.
Ha wmonmenu potaBupycHOil WHGEKIIMNA, BbI3BAHHOMN
Y HOBOPOXIEHHBIX MaKaK-pe3ycoB, ObLIM MCCIenO0-
BaHbl M3MEHEHUSI SKCIPEeCCUU TeHOB B MOHOHYKIIE-
apax rnepudepuueckoit KkpoBu. O0e3bsiHAM BHYTPUXKe-
JIyIOYHO BBOAWIM INTaMM poTtaBupyca Monkey SAll
(G3P[2]) m aukuii mtaMMm potaBupyca ZTR-68 uveno-
Beka (G1P[8]). [IpodunrpoBaHue TeHOB BBISIBUIO pas-
JIuuus B UX (PYHKUMOHWPOBAHUM, TJAaBHBIM 00pa3zom
CBSI3aHHbBIE C XEMOKMHOBBIMU CUTHAJbHBIMU TIYTSIMU
U  UUTOKUH-IIUTOKWHOBBIMM  PELENTOPHBIMU  B3aM-
MOJEWUCTBUSAMU TIPU POTAaBUPYCHON WMHGEKIUU. DKC-
npeccus TpaHcdepprHa u reHa CCL23 Oblia TTOBBILIIEHA
B MOHOHYKJIEApHBIX KJIETKaX TepudepruieckKoil KpoBu
MaKaK-pe3yCoB MPU WX CTUMYJISILIMY IITaMMaMK POTaBU-
pyca o00e3bsiH u uejoBeka. O0e3bsiHbI, WHOUIIMPO-
BaHHBIE POTABUPYCOM, MMEJTU YCUJICHHYIO U JNTUTEJIbHYIO
BOCTIAJIUTEIbHYIO peakivio, CBSI3aHHYIO C aKTUBalluei
xeMOKUHOBbIX JuraHngoB CCL20, CCL23 u CXCL-1,
B TO BpeMsl KaK MHTMOMpPOBaHUE SKCIPECCUU TTPOTeMHA
I xmacca raBHOTO KOMILIEKCAa THCTOCOBMECTUMOCTH
CITY>KUT BaXKHBIM IS OOBSICHEHUST YCKOJIb3aHUST pOTaBU-
pyca OT peakiMM Ha Hero MMMYyHHOI cuctembl. [laTo-
JIOTUYECKUI TIPOLIECC XapaKTepu30BajICsI COOTBETCTBY-
OIIMMU M3MEHEHUSIMU B TOHKOM KHIIKE C pa3BUTHEM
IIUTOKMHOBBIX U XeMOKMHOBBIX «Oypb» [24].

VY nereit MeTomaMu  MMMYHO(MEPMEHTHOTO aHa-
JIM3a M TIOJIMMEPA3HON 1IETTHON peakluu OIpeaesisiin
B TJla3Me€ M MOHOHYKJeapax TepudepruieckKoil KpoBu
antureH u PHK poraBupyca. B octpsiit nepuon 3abosne-
BaHUsI POTAaBUPYCHBIN aHTUTeH ObUT 0OHapyXeH y 33,3%
nauuMeHToB. B mepuon pekoHBajeCUEHUMU aHTUTe-
Hemusi He Habmonanachb, a PHK poraBupyca omnpenens-
nach y 4,2% neTei, 4TO COMOCTAaBUMO C TPYMIION 310-
poBbIX (7,7%). T1pu aTOM OTMEYanoCh YBETUIEHUE HOTU
aKTUBHMPOBAHHBIX MUEJOWIHBIX M TUIa3MalluTOUIHBIX
NIEHJAPUTHBIX KJIETOK B OCTPBIN TEpUOJ OTHOCUTEIHHO
repuoia peKOHBAIECIEHIIUU U OTHOCUTEbHO 3[I0POBBIX
nereil B KOHTpoJibHO# rpymre. [Tuk akTuBauum Mueno-
WUIHBIX ACHIPUTHBIX KJIETOK MTPUXOAUICS Ha 2—4-€ CyTKHU
OT Havayia OOJIe3HM, a aKTUBAIMS TUIa3MalluTOMIHBIX
NEHJPUTHBIX KJIETOK KOppeJrpoBaia C YypOBHEM aHTUTe-
Hemuu. Boicokasi pacripoctpaHeHHOCTh TipoTenHa NSP4
B MOHOHYKJIeapax Tepucepuueckoili KpoBU B OCTPBIi
rnmepuoa potaBupycHoit wHdekuu (70,8%) ykasbiBaeT
Ha BO3MOXHYIO DEIJIMKAIMI0 BO30OYIUTENSI B JIEHKO-
1IMTaX, a BHEKWIIEYHOE paclpoCTpaHEHUEe M aKTH-
BallMsl NEHAPUTHBIX KIETOK MOXET HMETb 3HaueHHue
1 3(PEOEKTUBHOCTM MMMYHOTIPO(MWIAKTUKU POTaBU-
pycHoli nHpekunu y neteit [25].

BzaumoneiictBue MexXxay KIeTKaMud — CIIM3UCTOM
000JIOUKM KUIIEYHWKA UM WMMYHOKOMIIETEHTHBIMU
KJIETKaMU TIpU POTaBUPYCHON WHMEKIUU U3ydyaloCh
B TeYEHME HECKOJIbKMX JIeT, W B HacCTOsIIee BpeMs
M3BECTHO, YTO BPOXIEHHbIE UMMYHHbIC peaKIMU, BbI3-
BaHHBIE 3THM BMPYCOM, MOTYT OKa3blBaTb KaK I10JIO-
JKUTEJIbHOE, TaK M HeTaTUBHOE BO3/JEHCTBUE HAa MaKpoO-
OpraHu3M. bbIJIO MPOAEMOHCTPUPOBAHO, UYTO KakK
eCTeCTBeHHasl poTaBUpYyCHasi WHMEKIMUsI y HOBOPO-
JKIEHHBIX IeTel, TaK U 3apakeHue MBbIIIeld 3TUM BO30Yy-
IUATEJIeM B 2KCIIEpUMEHTe OOYCIOBIMBAIM aKTUBAIIIO
TLR-3 B KJeTKax XeJaylOYHO-KHUIIEYHOTO TpakTa
U TIOCJIEAYIOUIYIO CEKPEMI0 TPOBOCTAIUTENbHBIX LIUTO-
KMHOB, YTO MOXET IMPUBECTU K YBEJIMUEHUIO JIOKATBLHOTO
MOBPEXIeHUs TKaHeil U uMMyHornarojoruu. CKoppek-
TUPOBATh UMMYHHBII OTBET B OJIarONpPUSITHYIO CTOPOHY
MOTYT MPOOMOTUKM, 00JaAaiolIre CIOCOOHOCThIO BO3-
neiictBust Ha TLR-3 u moBbliaroniue ycTroyMBOCThb
K poTaBUpycHO# nHMeKIuu [26].

3ammTHass poab TLR-3  mnpotwB  pasiumyHbIX
BUPYCHBIX MHGEKIIM, B TOM 4YHCJE POTaBUPYCHOM,
JI0Ka3aHa B UCCJIEJOBAaHUM, MPOBEJEHHOM Ha MbIIIaX.
Y nabopatopHbIX )XKUBOTHBIX, He uMeBIIMX TLR-3, orme-
yajquch 0oJiee BBICOKMIT YPOBEHb BUPYCHOW Harpy3Ku
U CHUXEHUE TIponyKiuu nHrtepdepona I tumna nmo cpas-
HEHUIO C MbIIlIaMU1, OOUTAIOIIUMU B €CTECTBEHHBIX YCJIO-
Busx [27].

MHOrOI1eHTPOBbIE METareHOMHBIE  MCCJIeIOBaHUS
nokasajay, 4YTO B 370POBOM KHUIIIEUHMKE MOTYT OOMUTaTh
pa3JInuyHble pe3uJICHTHBIE BUPYCHI, OMHAKO 00 MX pOJU
B TONNEPXKAHUM TOMEOCTa3a KeJIyIOYHO-KUIIEYHOTO
TpakTa U3BECTHO OUYeHb Majio. Ha Moaenu Konura, uHIy-
LIMPOBAHHOTO JIEKCTPAHCYIb(MaTOM HAaTpUsl Y MBIIIEH,
YCTaHOBJIEHO, 4YTO TMAaTOJOTMYECKUI TPOLIECC BBI3bI-
BalOT U3MEHEHUsT KaK KaueCTBEHHOTO, TaK W KOJIWYECT-
BEHHOTO COCTaBa BUPYCOB, HAXOASIINXCS B WX KHIIIEU-
Huke. CUMNTOMBI KOJWTa 3HAYUTEIbHO YMEHBIIAIUCh
npu BBeaeHUM Mbliam aroHucroB TLR-3, TLR-7
WIM WHAKTHBUPOBAHHOTO poTaBupyca. Muiu ¢ aedu-
mutoM TLR-3 m TLR-7 oxazanuch Oosiee BOCTIPUHM-
YMBBI K TIOBpEXIAIOIIEMy eMCTBUIO IeKCTpaHCyIbdaTa
HaTpus Ha KOJJOHOLIMTHI. BhieneHHble U3 MOpakeHHOTO
KUIIEYHWKA MBIIIeH TU1a3MalMuTOMIHbIe JeHIPUTHbBIC
KJIETKU BbIpabaTbiBav B-UHTEPGEPOH CIIOCOOOM, 3aBU-
cuMbIM oT TLR-3 1 TLR-7, 4To 3amuinano Xejry1ouHo-
KUIIEUYHBIA TPAaKT OT MOBPEXIEHUS U CBUICTEIBCTBO-
Bajo o BaxHo# pomu TLR-3- m TLR-7 B mexanm3amax
MMMYHHOTO OTBeTa MpH MOA00HBIX COCTOSTHMSIX [28].

MexaHu3Mbl  TIPOTMBOBUPYCHOW  3alllMThl  ObLIM
U3y4eHbl B SITTIOHUY TTyTeM OlLIEHKU BbI3BAHHOTO POTaBU-
pPYCOM BpOXIEHHOTO HMMMYHHOTO OTBETa B 3KCIEpHU-
MEHTE Ha JUHUU KJIETOK ObIUbEero KUIIIEUHOTO SITUTEIUSI.
YcTaHOBIIEHO, YTO 3TU KJIETKW Jierde WHGUIUPYIOTCS
pOTaBUpyCaMU CBMHBIX U OBIUBMX IITAMMOB, B TO BpeMsl
Kak IITaMMBbl YeJIOBEKa W MbIIIMHbBIC IITAMMBI POTaBU-
pyca o0jajalOT TakKUM CBOMCTBOM B MEHbIIE CTe-
neHu. IlokazaHo, 4TO B MH(MUIIMPOBAHHBIX POTAaBUPY-
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caMu KJeTKax Tmpoucxoauia omnocpenoBaHHasi TLR-3
MMMYyHHasl peakusl ¢ WHAyKOWei [B-uHTepdepoHa
U peryJIsiiiell CMHTEe3a TPOBOCTAIUTETbHBIX IIMTOKUHOB.
Kpome Toro, aBTOphI OTMEYAIOT, YTO JOIOJHUTEIHHOE
BBeJIEHWE TPOOMOTUYECKUX IUTaMMOB Bifidobacterium
infantis MCC-12 unu Bifidumbacterium breve MCC-1274
3HAYUTEJbHO CHMXKAET KOJIMYECTBO pOoTaBUpyca B MHGMU-
IIMPOBAHHBIX KJIeTKaX M IuddepeHIIMPOBaHHO MOMIY-
JIUPYET BPOXIEHHBI WMMMYHHBII OTBET Ha pPOTaBU-
PYCHYIO WHMEKIIMIO, BbIpAXEHHO yiaydllas CHUHTE3
B-unrepdepona [29].

B xuierkax amuTenusi CIM3UCTON OOOJIOUKU XKey-
JIOYHO-KUIIIEYHOTO TpaKTa B OCTPHIA TEPUOI POTaBU-
pycHO# MH(pEKIMN pe3KO TIOBBIIIAETCSI YPOBEHb 3KC-
npeccun TLR-3, Ho He TLR-7, 94T0 HOCUT, BEpOSATHO,
MPOTEKTUBHBIN xapakTep. Kak rmokazaHO ¢ MOMOIIIbIO
OMOIICUU CIM3UCTON O0OJIOYKM JBEHAAATUTIEPCTHOM
KUIIIKU, y AeTelt crapiie 5 JeT HabaoaaeTcs J0CTOBEPHO
Oosiee BbICOKMIT ypoBeHb aKcmpeccun TLR-3, koppe-
JIMPYIOIIMA C BBICOKOW YCTOWYMBOCTBIO K POTaBUPYCY.
ITpu srom aktuBanus TLR-3 compoBokmaercst ycuie-
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OPUINHAJIbHBIE CTATbU

Bo3pact marepu Kak ¢akTop puCKa BPOXKIEHHBIX IOPOKOB Pa3BUTHS

H.C. Jlemurxosa’?, M.A. Iloooavnas', A.C. Jlanuna’
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Mother’s age as a risk factor of birth defects

N.S. Demikova'?, M.A. Podolnaya’, A.S. Lapina’

"Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia;
2Russian Medical Academy of Continuing Professional Education, Moscow, Russia

Ieab. AHaIM3 BO3PACTHOI CTPYKTYPbI MATEpeii ieTeii ¢ BPOKIEHHBIMU TOPOKAMH PA3BUTHS IS OIIEHKH BO3PACTHBIX PUCKOB BPOXK-
JIEHHBIX AHOMAJIHIA XPOMOCOMHO¥ M HEXPOMOCOMHO# IPHPOIBI IO TAHHBIM MOHHTOPHHTA.

Marepuan u Meroabl. IIpoBeseH aHAN3 JAHHBIX 23 PErMOHAIBHBIX PETMCTPOB MOHMTOPHHTA BPOMKIEHHBIX MOPOKOB Pa3BHTHS
3a nepuon ¢ 2011 no 2018 r. O0uiee yncI0 POXKIEHUI COCTABUIO 32 3TOT nepuoa 5 047 468. YacToTsl M OTHOCUTE/IbHbIE PUCKH
MOPOKOB PA3BUTHS XPOMOCOMHOW M HEXPOMOCOMHOIi TMPHPOIbI PACCUATHIBAIMCH B PA3TMYHBIX BO3PACTHBIX IPYMmax Marepeii:
mosoxe 20 Jet, ot 20 g0 34 nert, 35—39 net, 40—44 roaa u crapuie 45 Jert.

Pesynsrarsl. JIjiss XpOMOCOMHBIX AHOMAJIMIA BHISIBJIEHO BBIPAXKEHHOE YBEIMYEHHE YACTOTHI XPOMOCOMHBIX AHOMAJIMIA C yBeJIHYe-
HueM Bo3pacTta marepu. OtHocuTebHblii puck (OP) pa3BuTus xpomocomuoii narojoruu B rpynne 35—39 ser coctasuia 4,67 (95%
nosepurenbublii unTepsan — JIU 4,44—4,92), B rpynne 40—44 rona — 15,00 (95% AU 14,10—15,96), a nocie 45 ner — 26,49
(95% AN 21,89—32,07) no cpaBHEeHHIO ¢ OCHOBHO# BO3pacTHO# rpymnoii 20—34 roga. 3aBUCUMOCTb OT BO3PACTA MATEPH BbISIB-
JieHa ¥ JIJIs BPOXK/IEHHBIX OPOKOB PA3BUTHS HEXPOMOCOMHOII 3THOIOTHH: Y MaTepeii MoJioxke 20 ser OP coctasun 1,15 (95% AN
1,08—1,23), B rpynne 35—39 aer 1,18 (95% AU 1,13—1,23), B rpynne 40—44 rona 1,35 (95% JAU 1,24—1,47), y matepeii cTapiue
45 ner 2,03 (95% AU 1,47-2,79).

3akiovyenne. AHAJIN3 JAHHBIX MOHUTOPHHTA BBISIBIJI 3aBUCHMOCTD YACTOTHI BPOZK/IEHHBIX IIOPOKOB PA3BHTHS XPOMOCOMHOIi H HEXPO-
MOCOMHOIi 3THOJIOTHH OT BO3PACTAa MATEPH.

Karouesvie caosa: 0emu, EPOMCdeHHble NOPOKU pazeumus, XxpoOMOCOMHble AHOMAAUU, Mamepuﬂacuﬁ eospacm, OMHOCUMENbHbLI PUCK.

Ans untuposauns: [emukosa H.C., lNMogonsHas M.A., JlanuHa A.C. MaTtepuHckuii BO3pacT Kak akTop pyUcKa rnpu BPOXAEHHbIX T0pOKax pas-
BUTYSI. Poc BecTH nepuHaton v neamatp 2020; 65:(2): 34-39. DOI: 10.21508/1027-4065-2020-65-2-34-39

Objective. To analyze the age structure of the mothers of children with birth defects and to assess the age-related risks of chromo-
somal and non-chromosomal congenital anomalies.

Material and methods. The authors analyzed the data from 23 regional registers of birth defects from 2011 to 2018. There were total
5 047 468 births during this period. The authors calculated the incidence and relative risks of chromosomal and non-chromosomal
birth defects in different age groups of mothers: under 20, from 20 to 34, from 35 to 39, 40—44, and above 45 years old.

Results. The incidence of chromosomal abnormalities significantly increases with the mother’s age. The relative risk (RR) of chro-
mosomal abnormalities in different age groups: 4,67 (95% CI 4,44—4,92) in Group 35-39, 15,00 (95% CI 14,10—15,96) in Group
40—44, and 26,49 (95% CI 21,89—32,07) in Group >45 as compared with the main age group of 20—34 years old. The authors
also revealed the dependence of the non-chromosomal birth defects on the age of the mother: RR 1,15 (95% CI 1,08—1,23)
in Group <20 years, RR 1,18 (95% CI 1,13—1,23) in Group 35—39, RR 1,35 (95% CI 1,24—1,47) in Group 40—44, and RR 2,03
(95% CI 1,47—2,79) in Group > 45 years old.

Conclusion. The study demonstrates the dependence of chromosomal and non-chromosomal birth defects on the mother’s age.

Key words: children, congenital birth defects, chromosomal abnormalities, mother’s age, relative risk.

For citation: Demikova N.S., Podolnaya M.A., Lapina A.S. Mother’s age as a risk factor of birth defects. Ros Vestn Perinatol i Pediatr 2020;
65:(2): 34-39(in Russ). DOI: 10.21508/1027-4065-2020-65-2-34-39

POXICHHBIC TIIOPOKMW pa3BUTHUA — cCaMad 4vactas JIeBAaHUM. YBEIMYEHUIO UX YKCIA MOTyT Croco0CTBO-

MaTOJIOTUST B CTPYKTYPE MPUYNH MEPTBOPOKIAECHUM,
MJIaA€HYECKOU CMEpPTHOCTU, MJIAJEHYECKOM M JETCKOM
3a00J/1eBaeMOCTU. DTO CBSI3aHO KaK C aOCOJIOTHBIM,
TaK U C OTHOCHUTEJIIbHBIM POCTOM 3TOW TpymIibl 3a00-

BaTh TIPOMCXOJSIIME B HACTOsIIEe BpeMsi M3MEHEHMS
neMorpaMYecKux XapakTepUCTUK HaceleHus. Tak,
3a TIOCJEAHWE JBa MECATWIETUSI 3aMETHO W3MEHWJICS
npodusib MaTepUHCKOro Bo3pacta B EBporie, mpuuem
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Jemuxosa H.C. u coaem. Bozpact Matepu Kak pakTop pricKa BPOXKIEHHBIX TOPOKOB Pa3BUTHSI

C KaXIbIM TOIOM CpEIHUII BO3pacT MaTepUHCTBA YBe-
JMuuBaeTcs. XOpoIlo U3BECTHO, YTO BO3PACT JKEHIITUHBI
COTPSTKEH C PUCKOM Da3BUTUS OMpeAeSieHHBIX 3a00-
JieBaHU y uX gaereil. ZKeHIIMHBI cTapilero Bo3pacTa
MMeIOT 60Jiee BEICOKUI PUCK POKACHUS IETEH ¢ XpOMO-
COMHBIMM aHOMAaJIMSIMM, TaKMMU KakK cuHapoM JlayHa.
MeHee SICHO, TIOBBIIIEH JM Y TaKUX JKEHIIUH PUCK
TTOSIBJICHUST HEXPOMOCOMHBIX BPOKIEHHBIX aHOMAaJIUIA
y neteit. Ha mpyrom KoHIle crieKTpa MaTepUHCKOTO BO3-
pacta HaXomATCsS MaTepU-TOAPOCTKU, KOTOpPble UMEIOT
HU3KUI PUCK POXICHUS IETell ¢ XPOMOCOMHBIMU Hapy-
IEHWSIMA, HO OoJiee BBICOKHMI PUCK BO3HUKHOBEHUS
HEKOTOPbIX aHOMaJMii HEXPOMOCOMHOM 3THOJIOTUH,
B YaCTHOCTU JIe(DEKTOB OPIOITHOM CTEHKH, BPOXKIECHHBIX
MMOPOKOB cepAata y neteit [1-3].

B cBs3uM ¢ oTMM BaxXHO WMeETh TOYHYIO WMHDOP-
Maluio O CHeIUPUIecKUX I MaTepeil BO3PacTHBIX
pUCKax pOXIEHMS JeTeil ¢ BPOXKIEHHBIMU TTOPOKaMU,
YTOOBI OLIEHWUTH IOCJIEJACTBUSI HAOJIOJAIOIIETOCs YBe-
JIMYEHUST MAaTePUHCKOTO BO3pacTa Ijisi OOIIEeCTBEHHOTO
3IpaBOOXpAHEHUsI, B YaCTHOCTU YBEJIUYEHUS TOTpeO-
HOCTU B MEIWKO-TEHETMYECKOM KOHCYJBTUPOBAHUH,
MpeHaTaTbHOM CKPUHMHTE M TIpeHATaJIbHOM IHMarHo-
ctuke. OgHAKO OONBIIMHCTBO JAHHBIX OBLIO MOJYYEHO
U3 WCCIIeIOBaHWI, BBITTOJHEHHBIX B cTpaHax EBporibl,
Bxonsmux B cucreMy EUROCAT (EBpomeiickasi ceTh
MTOTTYJITIIUOHHBIX CTAHIAPTU30BAHHBIX PETUCTPOB BITU-
JIEMUOJIOTUYECKOTO Haa3opa 3a BPOXIECHHBIMU aHO-
MaJiusIMU), OXBAaTBIBAIOIIEH TOYTU TPETh POXICHUIA
B EBporie wim B Amepuke. [lomoOGHoe wucciemoBaHue
o Poccuiickoit Denepanum ctajso BO3MOXHBIM 0J1aro-
Japst JTATETbHOMY MOHUTOPHWHTY BPOXKIEHHBIX TTOPOKOB
Pa3BHUTHS, YTO TO3BOJISIET MPOBOAUTH CTATUCTUYECKUI
aHaJIN3 MOJYYeHHBIX TaHHBIX.

Takum oOpa3oMm, 1IeIbI0 HACTOSIIErO UCCIeI0BaHMS
ObLT aHAJIM3 BO3PACTHOM CTPYKTYPHI MaTepeit, pOAUBIINX
JIeTelt ¢ BpOXKIEHHBIMY TTOPOKAMU PAa3BUTHS, T OLIEHKU
BO3PACTHBIX PUCKOB BPOXIECHHBIX aHOMAJU XpOMO-
COMHOW ¥ HEXPOMOCOMHOM TIPUPOIBI TTO JAHHBIM MOHU-
TOPUHTA.

MaTepuan U MeToabl ucciiegqoBaHng

MCTOYHMKOM MaHHBIX IJIT WU3YYeHUs acCoLMalvu
MEXIy BO3pacCTOM MaTeph W 4YacTOTON BpPOXKIECHHBIX
MMOPOKOB  pa3BUTHUS sBseTCSl OObeAMHEHHas1 Oa3a
JTAHHBIX MOHUTOPUHTA BPOXKIEHHBIX TTOPOKOB PETMOHOB
Poccniickoit denepanmu. B ocHOBe MOHUTOPWHTOBOTO
perucTpa JeXKUT MOMYISIMOHHBIA TTOIXO0, TP KOTOPOM
MpeaycMaTpUBaeTCsT  MaKCUMaJbHO  TOJHBIA  cOOp
JIAHHBIX O HOBBIX CITy4dasiXx MOPOKOB Pa3BUTHS B KOHTpP-
OJIUPYEMOM PETHUOHE, UTO TOCTUTAETCS] UCTIOJIb30BaHUEM
MHOXECTBEHHBIX MCTOYHUKOB peructpanuu. CBeleHUs
B pErMOHaJIbHbIE PETUCTPHI TIOCTYMAIOT W3 POIIOMOB,
JIETCKUX CTAllMOHAPOB, MOJUKJIMHUK W TTATOJOTOAHATO-
MMUYECKUX OTAeNeHnil. HamoMHUM, 4TO OObearHeHHasT
0aza BKJIIOYAET JAaHHbIE O CJIy4Yasix BPOXKJIEHHbIX TOPOKOB
pasBHUTHS, 3apeTUCTPUPOBAHHBIX B  PETMOHAJBHBIX

peructpax Poccuiickoit ®emepauvu. B MoHUTOpHMH-
TOBBI PETUCTP BKIIOUAIOTCS CIy4aW TIOPOKOB Cpeln
KUBOPOXIEHHBIX, MEPTBOPOXKICHHBIX JIeTeil W TIJIOI0B.
MarepuajoM s UCCIAEIOBAHMS TIOCTYKUIN TaHHbBIE
u3 23 pernoHoB Poccuiickoit deneparuu: bpsiHckas
obnactb, KabapauHo-bankapckast pecrnyonuka, Kamyx-
ckasi, Kuposckast obnactu, KpacHosipckuit kpaii, Kyp-
ckag, Jlunenikasi, MockoBckast, OMckasi, OpeHOyprckas
obnactu, Pecnyonuka Kanwmbikusi, Pecnyonuka Caxa
(Axytus), Pecnybnuka CebepHas Ocetusi—AnaHus,
Pazanckas, Camapckast, CapatoBckasi, CBepmioBcKas,
CMmoneHckasi, Tam6oBckast, Tynbckast obnact, YamMypT-
ckas pecry0oimka, XaHTbl-MaHCUICKMIT aBTOHOMHBIN
okpyr, YyBaickas pecryoiuka. [lepron ncciieroBaHus
Brouas ¢ 2011 mo 2018 .

Hnsa aHanu3za ObIM OTOOpPaHbI CIy4au XPOMOCOMHOM
MaToJIOTUU, PErUCTPUPYEMO B CUCTEME MOHUTOPHWHTA
BPOXIEHHBIX TTOPOKOB pa3BUTHS: CHUHIpOMBI JlayHa
(Q90), DnBapaca u Ilaray (Q91). B rpynmy nopokoB
HEXpPOMOCOMHOM 3THUOJIOTUM OBIIM OTOOpaHBI CJEHy-
o1IMe BpOXIeHHble aHoManuu: aHaHuedanus (Q00),
sHuedanouene (QO01), BpoxaeHHas ruapoledanTus
(Q03), spina bifida (Q05), pacmenuHa Heba (Q35.0—
Q35.6, Q35.9), pacimennna ryosr (Q36), paciiennHa Heba
u 1yosr (Q37), atpesusi nuieBoga 6e3 cBuina (Q39.0)
U ¢ TpaxeonuiueBoaAHbIM cBullieM (Q39.1), BpoxkaeHHbIE
aTpe3un M CTeHO3bl aHOopekTaibHOro otaena (Q42.0—
Q42.3), runocnanus (Q54), areHe3usi MOYKHU JABYCTO-
ponHsst (Q60.1), cunnpom IMotrep (Q60.6), smuctagus
(Q64.0), skctpodusa moueBoro my3eips (Q64.1), Bpo-
KneHHas nuagparmanbHas rpsika (Q79.0), sk3omdanos
(Q79.2) u ractpomus (Q79.3).

O11eHKa YyacToThl 3a00J1eBaHU TTPOBOAMIIACH B 3aBU-
CUMOCTH OT BO3pacTa MaTepd Ha MOMEHT POXKICHUS
pebenka. Hamu ObUTH BBIIESIEHBI CJIEAYIOIINE BO3PACTHBIE
rpymnibl Mmatepeit: mosioxe 20 net, 20—34 rona, 35—39 ner,
40—44 rona u 45 net u crapiie. Yactota XpOMOCOMHBIX
M HEXpPOMOCOMHBIX 3a00JieBaHU  pacCUMTHIBANIACH
NI Kaxoi Bo3pacTHoit rpynrbsl Ha 1000 poxkneHuid.
Yucno ciyyaeB BpOXICHHBIX TIOPOKOB  pPa3BUTHUS
(YMCIUTENb) BKITIOYAIO CIIydau aHaJU3UpyeMbIX 3a00-
JIeBaHUI, 3apeTMCTPUPOBAHHBIX CPEOU  KUBOPOXK-
JIEHHBIX, MEPTBOPOXKIECHHBIX U Y TUIOMOB, BBISIBICHHBIX
MpeHaTaJbHO C MOCEAYIOINM TpepbiBaHUEeM GepeMeH-
HocTU. 7T OLEeHKM YacTOT MCIOJb30BAUCh CBEICHUS
000 BCeX POXAECHUSX C pacrpelaeieHueM Mo Bo3pacTaM
Matepeit. O011Iee YMCIIO POKACHUIA COCTABUIIO 3a aHAI -
3upyeMblii iepros 5 047 468.

CraTucTHuecKue BBIBOIBI OCHOBBIBAJIMCH Ha Myacco-
HOBCKOM pachpefe/ieHNH 9ucia CIydaeB BPOXKIEHHBIX
MOPOKOB pa3BUTHsI. MHTepBanm 3HaYeHWi, B TIpelaenax
KOTOPOTO C BEPOSITHOCTBIO 95% HaxomMTCsl 3HAYEeHUE
mapaMeTpa pacrpeneneHus Ilyaccona, obo3HauaeT 95%
noBepuTeabHblii nHTepBal (JAM). YacToTa BpoXKaeHHbIX
nopokoB paccuuthiBasiach Ha 1000 poxnmenuit. Pacuerst
MPOBOAWIINCH C MCTIOJb30BaHUEM ITaKeTa CTaTUCTUYe-
ckux nporpamm SPSS 13.0.
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PesynbTaThbl M 06CyXaeHne

CymMapHoOe  pacripefie/iecHhue 4Jucia  POXICHUI
o Bo3pacty matepeit 3a nepuon ¢ 2011 o 2018 . mpen-
craBjeHO B Ta0i. 1. [l cpaBHEeHUS IpUBEACHEI TaHHEBIS
EUROSTAT 3a 2000—2004 rr. [3]. BunHo, 4TO CTpyKTYypa
MaTEepUHCKOTO BO3pacTa B HACTOSIIIEM MCCIIeIOBaHUN
n no nanHsiIM EUROSTAT pocratoyHo comocTaBuMa.
AOCOIOTHOE OOJIBIIIMHCTBO POXACHUIN TTPUXOAUTCS
Ha Bo3pacTHoit nepuo ¢ 20 mo 34 net (82,1 u 76% coor-
BETCTBEHHO). DTy BO3PACTHYIO IPYITITY MBI HCTIOJIb30BaN
B Ka4yeCcTBe OCHOBHOM TPYIIITBI cpaBHeHMS. [IpakTrdecKku
HET pasau4uii U B JI0Je POXKICHWI XEeHITMHAMU MOJIO-
noro (Mosnoxe 20 JieT) M crapiiero Bo3pacta (crapiie
40 ner).

C 1es1bl0 aHaIM3a U3MEHEHUSI BO3PACTHOTO MPOoMuIIs
MaTepeil B JIWHAMUKE MBI TIPOBEJU CpaBHEHHME BO3-
pacTHO# cTpyKTypbl keHIH B 2011 1 2018 1. (Tadx. 2).
Kaxk BugHoO, 3a 8-yeTHUl Tiepuoja yBeIWUYMJIACh JOJISI
Matepeii ctapiie 35 get: B 2011 1. cyMMapHO OHU COCTaB-
qsn 10,03%, aB 2018 . — 17,79%. AHanorn4yHbIe TEH-

OPUINHAJIbHBIE CTATbU

JNEHIIMA TIPOCIEKUBAIOTCS B CTpaHaxXx Kak EBporbl,
Tak 1 A3uu. Tak, coracHO JaHHBIM MeEXIyHAPOIHOTO
LIEHTpa 10 M3YYEeHUIO0 BPOXKIECHHBIX TOPOKOB Pa3BUTUS
(International Clearinghouse for Birth Defects Surveil-
lance and Research — ICBDSR) B ctpanax Esporib
051 Matepeil crapuie 35 jer yBeauuwmwiack ¢ 10,9%
B 19931 1o 18,8% B 2004 1. [4]. B IOxHo0i#t Kopee mpo-
LIEHT OepeMEeHHBIX XEHIIWH TOXWIOT0 BO3pacTa yBe-
muunicsg Oonee yeM B 2 pasa 3a 10-yeTHMIA mepuon:
c6,2% B 1999 1. 10 15,4% B 2009 1. [5]. B TO Xe Bpems
XOpOIIIO M3BECTHO, YTO CTaplIMii BO3pacT Marepeu
CBSI3aH C TIOBBIIIEHHBIM PUCKOM BO3HUKHOBEHUS XPO-
MOCOMHBIX aHOMAaJIUIT; 3TO KacaeTcs B MEPBYIO OYepelb
TaKMX XPOMOCOMHBIX HapylIeHU, KaK TPUCOMUM XPO-
mocom 13, 18 u 21.

Ha martepuaiie o0benMHEHHOI 0a3bl JAHHBIX MOHM-
TOPUHTA BPOXICHHBIX TTOPOKOB PA3BUTHUS MbI OIICHWIIN
YaCcTOTY XPOMOCOMHBIX 00JIe3HEl TT0 TPYIIIe TPUCOMUIA
13, 18, 21 B 3aBUCMMOCTH OT Bo3pacTta Matepu (Tad:i. 3).
Bcero 3a mepuon ¢ 2011 mo 2018 . 6bIO 3aperncTpur-
poBaHo 7675 ciydyaeB TpucoMuii xpomocom 13, 18 u 21

Tabauya 1. Yucno poxkneHuii U pacupesieieHne POKIEHHil B 3aBUCHMOCTH OT BO3PacTa MaTepu
Table 1. The number and distribution of births according to mother’s age

Pacnipeniesienne no Bo3pacty marepeii, %

Bospacr marepeid, rozsi IO ST JaHHOE HCCIIeI0BAHNE EUROSTAT [3]
Monoxe 20 242 524 48 3,9
20—34 4145117 82,1 76,0
35-39 550216 10,9 17,0
40—44 104 852 2,1 3,0
45 u crapiie 4759 0,1 0,1
Bcero 5047 468 100 100
Tabauya 2. Pacnpenenenue marepeii mo Bo3pactHbiM rpynmam (B %) B 2011 u 2018 rr.
Table 2. The distribution of mothers by age groups (%) in 2011 and 2018
BospacT KeHImuH, roabl
for Mouoxe 20 20-34 35-39 40—44 45 u crapure Cyn;w;&;pﬂo
2011 6,42 83,55 8,45 1,50 0,08 10,03
2018 3,38 78,83 14,42 3,22 0,15 17,79

Tab6auya 3. Yncao ¥ 4acTOTA XPOMOCOMHBIX 00J1€3Heli B 3aBUCUMOCTH OT Bo3pacta MaTepu (Ha 1000 poxnenmii)
Table 3. The number and incidence of chromosomal diseases depending on the mother’s age (per 1000 births)

BospacTt matepu, roabt

YUCJI0 CIy4YaeB

Tpucomun xpomocom 13, 18 u 21

oo1Iee YNCI0 POKIEHUI Yacrora, %o

Monoxe 20 125
2034 3733
35-39 2307
40—44 1399
45 u crapie 111
Bcero 7675

242 524 0,52
4145117 0,90
550216 4,19
104 852 13,34
4759 23,32
5047 468 1,52
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Yy HOBOPOXIEHHBIX W TI0M0B Ha 5 047 468 poxkmeHWIA.
CymmapHast yacrota coctaBuia 1,52 Ha 1000 poxxneHuid.
B To e BpeMs B pa3HBIX BO3PaCTHBIX IPYIIax MaTepeit
YaCTOThl YKa3aHHBIX TPUCOMUIA 3HAYUTEIbHO pa3-
auyanuck. Ecium B Bo3pacTHOM wuHTepBajie oT 20
1o 34 net ux yacrora cocraBuia 0,9 Ha 1000 poxxaeHwuid,
TO TIocye 40 JIeT 3TOT MmoKa3aTeNb yBeanduiics 1o 13,34
Ha 1000 poxneHuii, a mocie 45 net — go 23,32 na 1000
POXIEHUI.

B memoM BbIpaXkeHHBIN TPeH, YBEIWYEHUS 4aCTOTHI
XPOMOCOMHBIX aHOMaJIMii HabJogaeTcst mocie 35 Jier,
YTO MOATBEPKIAET U3BECTHYIO 3aKOHOMEPHOCTh. TakKnM
o0pa3oM, BO3pacT XEHIIWHBLI cTapiue 35 JIeT paccMa-
TpUBaeTCsA KaK Oe3yCIOBHBIN (haKTOp pUCKa pa3BUTHS
AHEYTUTOUINI, 9TO OOBSICHSIETCS MPSIMOI accolMaluei
MaTEepUHCKOTO BO3pacTa € YacTOTOM MeWOTHYECKOTo
HepacXOoXIeHHUSI XpOMOCOM B TTEPUOJT OOTeHe3a.

B TO ke Bpems mig camoii GOJBIION TPYIITBI BPO-
SKIEHHBIX aHOMAaJIWii, a UMEHHO BPOXICHHBIX TTOPOKOB
pPa3BUTHSI HEXPOMOCOMHOI TIPUPOABI  3aBUCUMOCTD
OT Bo3pacta matepu HescHa. JIJIsT HEKOTOPHIX BUIOB
MTOPOKOB B Psijie MCCIIeA0BaHWI Obla TTOKa3aHa acCOL-
alMsl ¢ MaTepUHCKWM Bo3pactoMm. Hampumep, matepu
MoJioxe 19 JeT UMerT HU3KUIT PUCK XPOMOCOMHOM TpU-
COMUM Y TIIoJa, HO 0ojiee BBICOKUI PUCK HEKOTOPBIX
BPOXIEHHBIX TTOPOKOB Pa3BUTHS, B YACTHOCTH aHIHIIE-
danum, racrpoimusuca [3, 6, 7]. s XKeHIIMH cTapiie
35 nmer B psiie paboOT TOKa3aHO YBeJWYEHUE pucKa
pPOXXIEeHUS AeTeii ¢ aecheKTaMyu HEpBHOM TPYOKHM, JIMIIE-
BBIMM paciieanHamu [§].

B mnpoBeneHHOM WCCIIeAOBAaHUM MBI OTIPEACITAIN
BO3PACTHOU MPOMWIb KEHIIUH B TPYIIIe BPOXKIECHHBIX
IMTOPOKOB Pa3BUTHUSI HEXPOMOCOMHOM STUOJIOTHU, BKITIO-
yapuieit rpyosie mopoku passutusi [ITHC, numesapu-
TEJIBHOTO TpaKTa, MOYEITOJIOBOM CHCTEMBI M OPIOIIHOM

25,00

creHKU. Bcero 3a aHanmusupyeMblit mepuom B 0Oase
JAHHBIX MOHMTOpMHTA ObUIO 3apeructpupoBaHo 20 654
TaKMX cjaydaes, uTo coctaBuio 4,09%o mis BEIOpaHHOM
TPyNIbl TTOPOKOB DPa3BUTHS. AHAIU3 pacTipeaeeHus
YacTOT BPOXIEHHBIX MOPOKOB HEXPOMOCOMHOW 3THO-
JIOTUM B Pa3HBIX BO3PACTHBIX IPyMIax MaTepeil moKasai,
YTO B TpyINe MmaTepeid Mojoxe 20 JieT 4acToTa TaKuX
MOPOKOB pa3BuTus coctaBuiia 4,56%o, B rpyIiie Matepei
35—39 ner — 4,64%o0, MakcuMalibHasl YacToOTa HabJII01a-
Jlach B TpyIIIe XeHInuH crapiie 45 et (7,98%o0). Takum
o0pa3oM, HaYMHas ¢ Bo3pacTa 35 JieT HaOogaeTcs 3Ha-
YUTETbHBI POCT YaCTOTHI BPOXKICHHBIX MTOPOKOB pa3-
BUTUS (Ta0. 4).

Ha pucynke mipuBeneH TpaduK pacrpeaeaeHus
YacTOT XPOMOCOMHBIX 3a00JIeBaHUIT M HEXPOMOCOMHBIX
BPOXIEHHBIX TOPOKOB B 3aBUCHMMOCTHM OT BO3pacTa
Marepeil. B ominuMe OT XPOMOCOMHBIX aHOMAJIUIA,
MpU KOTOPBIX MWHUMAaJIbHasi 4YacToTa HaOJromaeTcs
Yy MOJIOZIBIX MaTepeii, 4acToTa TOPOKOB HEXPOMOCOMHOI
ATUOJIOTUU Y JIeTeil MaTepeii IOHOTO BO3pacTa BhIIIIe, YeM
y XeHIIUH B Bo3pacte 20—24 jer. ¥V XeHIIUH cTapuie
35 JeT oTMeuaeTcsT TTOAbeM YacTOThI TIOPOKOB Pa3BUTHS
KaK XpOMOCOMHOM, TaK M HEXPOMOCOMHOI 3TUOJIOTHH.

AHaJIOTMIHOE MCCieIoBaHNE paHee ObLIO MTPOBEIEHO
M. Loane u coasrt. (2009) [3] mo naHHBIM 23 perucTpOB
EUROCAT wu3 15 crpan 3a nepuon ¢ 2000 mo 2004 r.
OmHakKo B 3TOM MCCJIEIOBaHWM B OTJIWYME OT HACTO-
sIeid paboThl B aHAIU3 BKITIOYAJIMCh BCE XPOMOCOMHBIE
anoManiuu Q90.0—Q99.9, a B rpymnmy MNOpPOKOB pas-
BUTUS HEXPOMOCOMHOM TMPHUPOALI BKJIIOYAJIUCHh BCe
3apeTUCTPUPOBAHHBIE TIOPOKHM, BXOASIIME B KJlacc
XVII MKB-10 «BpoxkneHHbIe aHOMaJINN [[TOPOKM pa3-
BUTHSA|, AedopMaluM M XPOMOCOMHBIE HapyIIEHMUS
(Q00—Q99)». Tem He MeHee, HECMOTPSI Ha pa3TMIHBIN
COCTaB TPYIII, XapaKTep pacrpeaeeHns] YacTOT B 3aBU-

20,00

15,00

— B — HexpoMoCoMHble

10,00

5,00

—O— XpOMOCOMHbIe

0,00

20-34 35-39

Monoxe
20 net roga net roga

40-44

45 net
1 cTapLue

Pucynok. PacnipenenieHue 4acToT XpOMOCOMHBIX AaHOMAJIHIA M HEXPOMOCOMHBIX BPOKIEHHBIX MOPOKOB pa3Butus (Ha 1000 poxneHuii)

B 3aBUCUMOCTH OT MATEPUHCKOI'0O BO3pacra.

Figure. The chromosomal and non-chromosomal anomalies incidence (per 1000 births) depending on maternal age.
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CHMOCTH OT BO3pacTa MaTepeil IJisT XpOMOCOMHBIX aHO-
MaJiiii B HaIlleM WCCIeJOBAaHUU TOJHOCTHIO COOTBET-
CTBOBaJI pacrpele/ieHUIo, TToIydeHHOMY B pabote M.
Loane u coast. (2009) [3]. B TO ke Bpems [Jis1 TPYIIIIbI
ITOPOKOB HEXPOMOCOMHOM MPUPOILI UX MaKCUMaJIbHasT
4acToTa, B OTJIMYME OT HAIIMX Pe3yJbTaToB, HabOJ0Ia-
Jlach y JeTeil B TpyIIe Marepeil MOJIOZOTO BO3pacTa,
3aTeM CHUXXaJlaCh B BO3pacTHOM MHTepBasie 24—34 rona.
ITocne 35 ner BHOBb HA0JIFO1ATIOCH MOBBIIIIEHUE YACTOTHI
BpPOXKIEHHBIX TTOPOKOB, HO OHA OblITa HUXE, YeM Yy IeTel
B TpyIIIIe MOJIOIBIX MaTepei [3].

B T1abn. 5 mpuBeneHbl 3HAYEHUS OTHOCUTEBHOTO
pucka (OP) njist XxpoOMOCOMHBIX M1 HEXPOMOCOMHBIX 3200-
JIEBAHU TT0 BO3pacTaM MaTepu OTHOCUTEIBHO OCHOBHOU
Bo3pacTHoil rpynnbl 20—34 roma. Jlisi XpOMOCOMHBIX
HapyLIeHU OYeBUIHO 3HAUUTETLHOE YBEIMUEHNE OTHO-
CUTETLHOTO pUCKa ¢ Bo3pacToM Matepu. Ecim B Tpyre
35—39 et OTHOCHTEBHBIN PUCK cocTaBisieT 4,67, TO B
rpynre 40—44 roma mosbimaetrcss o 15,00, a mocie
45 ner cocrabigeT 26,49 1o CpaBHEHMIO C OCHOBHOI
BO3pACTHOU TPyMIoii. s MOpOKOB pa3BUTHSI HEXPO-
MOCOMHOW TIpUPOABI, TO HAIIMM JaHHBIM, OTMeYa-
eTcsT HeOOJbIIoe YBEeTWYeHWEe OTHOCHTEIBLHOTO pHCKa
B rpyrne Matepeit maazaiie 20 JieT, a Takke TOCTENeHHOe
yBEJIMYEHUE OTHOCUTEJIbHBIX PUCKOB 1ociie 35 neT. AHa-
JIOTUYHOE pacrpeaeieHue OTHOCUTETbHOTO pHCKa pas-
BUTHSI TIOPOKOB HEXPOMOCOMHON 3THOJIOTUM HaOIIona-
ercss B ABctpuu, Iepmanuu u Tlonbine, B To ke Bpemst
Bo ®pannuun, Mpnanguu, [MopTyraauy MOBBIIIEHHBIE
OLIEHKM pHCKA IO BPOXIECHHBIM IMOPOKAM HEXPOMO-
COMHOI 3THOJIOTMU HAOIOAAIOTCS TOJTBKO Y MOJOIBIX
matepeir [3]. B memom ke mo ctpanam EBpombl oTMme-

OPUINHAJIbHBIE CTATbU

JaeTcsl yBeJIWYEeHHWE PpHUCKA Yy XKEHIIMH Moyoxe 20 jeT
u ctapiie 45 et uiau Tak HasbiBaemoe U-obGpa3Hoe pac-
MpejesicHre PUCKOB IS TIOPOKOB Pa3BUTHUSI HEXPOMO-
COMHOI 3THOJOorMu. B mMccinemoBaHMM aMepUKaHCKUX
YVUEHBIX TaKXKe TOJYYeHbl pa3WYHbIe NaHHbIE O 3aBU-
CUMOCTH TIOPOKOB «HESICHOW 3THOJIOTUM» OT BO3pacTa
matepu [9].

TakuM 06pa3oMm, B OTJIMYNE OT XPOMOCOMHOM MaTo-
JIOTUM, TIPM KOTOPOI BO3pacT MaTepu cTapiie 35 JIeT,
SIBJISIETCSl TOKa3aHHBIM (DaKTOPOM pHUCKAa M MMeEeT OUOo-
JIoTMYeckoe  OOBbSICHEHWE, pachpefesieHUs]  PUCKOB
B 3aBUCMMOCTM OT BO3pacTa MaTepu Uil TOPOKOB
HEXpPOMOCOMHOI 3THOJIOTUM pas3indaeTcsl B Pa3HBIX
nccienoBadHusax. C y4eTOM CJIOXHOUW 3THOJOTUYECKOM
CTPYKTYpbl HECUHAPOMAJBHBIX (OPM TIOPOKOB pa3-
BUTHS BITOJIHE BO3MOXKHO, YTO Pa3IMuusl B IMOJy4aeMbIX
pesyibraTax OOYCIIOBJCHBI BIWSIHUEM BHEITHUX (haK-
TOPOB, UMEIOIINX Pa3HOEe pacrpoCTpaHEeHUE ST pa3HbIX
BO3PACTHBIX TTEPUOIOB (TTPUMEHEHNE BCITOMOTATEIBHBIX
PETIPOAYKTUBHBIX TEXHOJIOTHIA, COLMAIbHbIE (DaKTOPHI,
obpa3 XW3HU, WH(EKUMOHHbIC 3a0ojeBaHUS W [p.),
T.€. BO3pacT MaTepHU SIBJISIETCS He MPSMBIM, a OTIOCPEI0-
BaHHBIM (akTopoMm pucka [3]. Takum obOpazom, mate-
PUHCKUIT BO3pacT MOXET OBITh ITOKa3aTeJieM KaK BHY-
TPEHHMX, TaK M BHEIIHUX OMOJOTMYeCKMX (PaKTOpPOB.
Bo03MOXHO, 4TO OTBET Ha BOIMPOC O MPUYMHAX 3aBUCH-
MOCTU BpOXIEHHBIX ITOPOKOB pPa3BUTHUSI OT BO3pacTa
Matepu OymeT pelleH MpU U3ydeHWH (PaKTOpOB pHcKa
pa3BUTHUSI KOHKPETHBIX (PopM TMOpoKoB. TeM He MeHee
MOJTy9eHHbIe JaHHbBIE YKa3bIBAIOT Ha OTpeIeJICHHOE BT~
sTHUE BO3pacTa MaTepH Ha PUCK POKIECHUST IETei ¢ BPOXK-
JIEHHBIMU MTOPOKAMMU.

Tabauya 4. Yucio v 4acTOTA MOPOKOB PA3BUTHS HEXPOMOCOMHOIH MPHPOIbI B 3aBMCUMOCTH 0T Bo3pacta Marepu (Ha 1000 poxneHuii)
Table 4. The number and incidence of a non-chromosomal malformations depending on the mother’s age (per 1000 births)

Bpoxx/iennbie MOPOKH Pa3BUTHsI HEXPOMOCOMHON MPHPOIbI

Bo3pacr matepn, roast

YHCIIO CIyYaeB

o0IIee YNCI0 POKIEHHI Yacrora, %o

Monoxe 20 1105 242 524 4,56
20—34 16 396 4145117 3,96
35-39 2555 550216 4,64
40—44 560 104 852 5,34
45 u crapie 38 4759 7,98
Bcero 20 654 5047 468 4,09

Tabauya 5. OTHOCHTEBbHDIIA PUCK PA3BUTHS BPOXKIEHHBIX AHOMAJIHIA XPOMOCOMHOI M HEXPOMOCOMHOU MPUPOIBI
Table 5. Relative risk for chromosomal and non-chromosomal congenital anomalies

BpoxkienHbie IOPOKH PA3BATHS HEXPOMOCOMHOM
NpUpPOIbI

1,15 (1,08—1,23)
1,18 (1,13—1,23)
1,35 (1,24—1,47)
2,03 (1,47-2,79)

XpoMOCOMHbIE AHOMAJTHH
OP (95% OIN)

0,57 (0,48—0,68)
4,67 (4,44—4,92)
15,00 (14,10—15,96)
26,49 (21,89—32,07)

Ilpumeuanue. OP — oTHOCUTENbHBIN puck; IV — 10BepUTENIbHbBII MHTEPBAJL.

BospacTHble rpynmnbi

Monoxe 20 net
35-39 ner
40—44 rona

45 et u crapiie
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3aknovyeHune

AHaIM3  JAaHHBIX  MOHUTOPWHTA  BPOXICHHBIX
IMOPOKOB PAa3BUTHS TMO3BOJIM BBISIBUTH MPSIMYIO 3aBU-
CMMOCTb 4aCTOTBhl XPOMOCOMHBIX 3a00JieBaHUIl OT BO3-
pacta Marepu. Jlysi BpOXIEHHBIX TTOPOKOB HEXPO-
MOCOMHOW TIpUPOILI OTMEYaeTcsl yBeJIWYeHUe pHcKa
y Martepeil MJaalIeid M cTaplieil BO3pacTHBIX TPYIII.
Takum o0Opa3oMm, CIBUT B CTPYKTYPEe MaTepUHCKOTO BO3-
pacta B CTOPOHY YBEJWYEHUS JOJU KEHIIUH CTapIlIero
BO3pacTa MOXET paccMaTpuBaThcsl Kak (akTop pucka
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IIpeacraBieHsl pe3yabTaThl PETPOCHEKTHBHOIO AHAIM3A 0OJIBIIOH KOropThl MccaeayeMbix nereii (4424 MaibunKa) ¢ YMCTBEHHOI
OTCTAJIOCTBIO WM 33/I€PIKKOil ICHXOPEYeBOro,/MICHXOMOTOPHOTO PA3BUTHS, BPOXKIEHHBIMI OPOKAMH /I MAJIBIMH AHOMAJUSAMEA
pazButus. Y 23 M3 HAX BbISBJIEHBI pa3imuHbie GOPMBI CHHAPOMA IucOMHUH Xpomocombl Y. OmnpeseseHa BbICOKAsi YACTOTA CHH-
JpoMa B uccienyemMoii koropre — 0,52%; B 3Toii CBSI3H 00CYKIAeTCH POJIb XPOMOCOMBI Y B TMPOSIBIEHHH YMCTBEHHOU OTCTAJIOCTH.
Kpome Toro, npemmoaaraercs, YTo HeCTAOMILHOCTh XPOMOCOM B II0JIOBBIX M COMATHYECKHMX KJIETKAX SIBJISIETCST OOIMIAM MEXaHH3MOM
JUISl BOSHHKHOBEHHS PA3JIMYHBIX XPOMOCOMHBIX aHOMaJHMii. O0CYKIaeTCs BO3MOKHOCTh IMTOTeHETHYECKOI H MOJIEKY/ISIPHO-IIUTO-
TeHeTUYECKOil TMATHOCTHKY, a TAKXKe KINHWYECKHil moJuMopdu3m cuHapoma. OnpesiesieHa HEOOX0JUMOCTb IIPUMEHEHHST MOJIEKY-
JISAPHO-IUTOTEHETHYECKNX TEXHOJIOTHIA B IMATHOCTHKE PA3JIMYHBIX (DOPM CHHIPOMA, BKJIIOYAS MO3AMYHbIE CIydad M (hOpMbI, CBS-
3aHHbIE C M30IMIEHTPUYECKMMH XpoMocomamu. [1oKa3aHo, YTO TSAKECTh KIMHMYECKOH KAPTHHBI CHHIPOMA He 3aBHCHT OT HAJIMYMS
PEryJISIpHBIX WM MO3aWdHbIX opM. BhIcKa3biBaeTCs MPENOI0KEHHE 0 BO3MOXKHOI CBSA3M KIMHAYECKOTO Mo mMopdu3mMa ¢ Mo3a-
HIM3MOM, ACCOUMHPOBAHHBIM C HAJMYHEM AHOMAJIBHBIX KJIETOK (KJIETOYHBIX JIMHMIA) B PA3JIMYHBIX TKAHAX, 4 TAKKe O POJIH XPO-
Mocombl Y B BO3HHKHOBEHHH YMCTBEHHOI OTCTAJOCTH y JieTeil MPU CHHIPOME JUCOMHH XPOMOCOMBI Y H JPYIMX XPOMOCOMHBIX
aHoMamusix. IloguepkuBaeTcsi HEOOXOAMMOCTh MOJIEKY/ISIPHO-IMTOTeHETHYECKOH TUATHOCTHKM Pa3andHbIX (OpM CHHApOMA
JUIS1 KOPPEKTHOTO MEMKO-TeHETHYECKOr0 KOHCY/IETUPOBAHUS.

Karouesote caosa: demu, cunopom oucomuu Xpomocomvl Y, peeyaapras hopma, Mo3auuHas opma, XpomocoMHble AHOMANUU, YMCHI-
BEHHAS OMCMANOCHIb, YUMO2EHEeMUHeCKUe U MOACKYAAPHO-YUMOo2eHemu4ecKue uccaedo8anus.
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The article present the results of retrospectively analyzed children (4424 boys) with mental and psychomotor retardation, congenital
malformations and/or developmental micro anomalies. 23 children had various forms of Y chromosome dysomy syndrome. The fre-
quency of this syndrome in the studied cohort was 0.52%j; and in this connection the authors discussed the role of Y-chromosome
in the origin of mental retardation. Besides, the chromosome instability in sex and somatic cells is supposed to be a common mecha-
nism of different chromosomal anomalies. The authors discussed the possibility of cytogenetic and molecular cytogenetic diagnosis,
and also clinical polymorphism of the syndrome. The authors established the necessity of molecular cytogenetic technologies in the
diagnosis of different forms of the syndrome, including mosaic forms and isodicentric chromosomes-connected forms. The severity
of clinical symptoms doesn’t depend on presence of regular or mosaic forms of the syndrome. The study assumes a possible connec-
tion of clinical polymorphism with mosaisism, associated with the presence of abnormal cells (cell lines) in different tissues, together
with the role of Y chromosome in the origin of mental retardation in children with Y- chromosome disomy syndrome and other chro-
mosomal anomalies. The authors underline the necessity of molecular cytogenetic diagnosis of different forms of the syndrome for
correct medical and genetic consultation.
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Bopcanosa C.I. u coasm. Cunpom nucomuu xpomocoMbl Y (47,XYY) y neteii ¢ yMCTBEHHOI OTCTaIOCTbI0, HAPYIIEHUSIMU TTOJIOBOTO PA3BUTHSL...

WHAPOM ITUCOMUU XPOMOCOMBI Y WJIM CUHIPOM

47,XYY Bctpeuaercs ¢ yacroroir 1—1,5 Ha 1000
HOBOPOXAEHHBIX. KimHMUYecKasi KapTuHa CHHIpoOMa
OBOJIbHO cKyaHas. [lpu poxkneHum crneuududeckue
MPU3HAKN TIPAKTUYECKU OTCYTCTBYIOT, a Cpeau HeoOs-
3aTeJIbHBIX TIPOSIBJICHUIT OTMEYalOT HEKOTOpble MUKpOa-
HOMaJIUM Pa3BUTHSI M HapylleHUe TMoJoBoil nuddepeH-
LIUPOBKM  (KPUTITOPXU3M, TMIIOTOHAAW3M, JUCILIA3USI
renuranuit) [1]. Yacro aTum aeTsiM He TIPOBOIST ILIUTO-
reHeTu4ecKyo auarHoctuky. C BO3pacToM OTMEuYaroT
BBICOKUI POCT (MJIM yBEJIMUEHUE UIMHBI KOHEYHOCTEN),

© KonnekTtune aBTopos, 2020

Anpec ans Koppecnonaenuuu: BopcanoBa Csernana IpuropbesHa — 1.0.H.,
npod., 3aci. gestenb Hayku P®, akan. PAE, 3aB. naGopatopueii MoJjieky-
JIIPHOIM LIUTOTEHETUKM HEPBHO-TICUXUYEeCKUX 3abosneBaHuit HayuHo-unc-
CJIeOBATEIbCKOr0 KIMHMYECKOr0 MHCTUTYTA MEeAMaTPpUM UMEHU aKaleMuka
[O.E. Beabruiesa, 1. Hayd. COTp. JaOOPAaTOPUU MOJIEKYJSIPHOM TeHETHMKHU
U LIUTOTeHOMUKU Mo3ra uM. pocdeccopa t0.b. FOposa Hayunoro nienrpa neu-
Xu4eckoro 310poBbsi, ORCID: 0000-0002-4869-536

e-mail: svorsanova@mail.ru

Kypunnass Oxcana CepreeBHa — K.0.H., CT. Hay4. cOTp. JJaGOpaTOpUn MoJie-
KYJSIDHOM LIMTOTEHETMKM HEPBHO-TICMXMYeCKUX 3aboneBaHuit HayuHo-uc-
CJIeIOBATENIbCKOrO KJIMHUYECKOTO WHCTUTYTAa IeIUaTpuy WM. aKaJeMHuKa
[O.E. Benbruiena, CT. Hayd. COTp. JaOOpaTOPUM MOJIEKYJISIPHON TEeHETHKU
U LIUTOreHOMUKH Mo3ra uM. rpocdeccopa t0.b. FOposa HayuHoro nientpa neu-
xuueckoro 310poBbsi, ORCID: 0000-0002-7087-3929

Kpagenr Bukrop CepreeBud — K.0.H., Hayd. COTp. JJaGOPATOPHK MOJIEKYISIPHOM
LIMTOTEHETUKU HEPBHO-TICUXMYECKUX 3abosneBaHuii HayuHo-uccienoBatenb-
CKOTO KJIMHUYECKOTO MHCTUTYTA rearaTpun M. akanemuka FO.E. Benbruiiesa,
CT. Hay4. COTp. JJabOpaTOpuu MOJICKYJISIPHOM TeHETUKHU M LIUTOTeHOMUKN MO3-
ra uM. npoceccopa F0.b. FOpoBa HayyHoro 1ieHTpa MCUXUYECKOTO 310POBbS,
ORCID: 0000-0002-6345-3993

Konotnit Anexceii IMutpueBnd — K.0.H., CT. Hay4d. COTp. JIAOOPATOPUU MO-
JIEKYJISIPHOIM 1IMTOTEHETUKM HEPBHO-TICUXMYECKUX 3aboneBaHuit HayuHo-
MCCIIeI0BATeIbCKOr0 KJIMHUYECKOr0 MHCTUTYTA IMEIMaTPUM MM. aKajeMuka
[O.E. Benbruiesa; CT. Hay4. COTp. JabOpaTOPpUM MOJIEKYJISIPHON TeHETUMKU
U LIUTOTeHOMUKH Mo3ra uMm. pocdeccopa t0.b. FOposa Hayunoro nenrpa neu-
Xu4eckoro 310poBbsi, ORCID: 0000-0002-7672-588X

JemunoBa MpuHa AnexkcaHapoBHa, K.0.H., Bel. Hayd. COTp. JabGopaTopuu
MOJIEKYJISIDHOI LIUTOTeHETMKU HEPBHO-TICUXUYECKUX 3aboieBaHuit HayuHo-
UCCIIEI0BATEIbCKOTO KIMHUYECKOTO MHCTUTYTA MeIUaTpUu MM. aKaJeMuKa
[O.E. Besbruiuesa; Bell. Hayd. COTp. J1aOOpaTOpUK MOJIEKYJISIPHOW TeHETUKU
U LIUTOTeHOMUKU Mo3ra uM. pocdeccopa t0.b. FOposa Hayunoro nenrpa neu-
X14eckoro 310poBbsi, ORCID:0000-0002-8143-7604.

125412 Mocksa, yi. Tangomckas, 1. 2

ConoBbeB Mibst BranumupoBud — Hayd. cOTp. 1a60paTOpUM LIUTOTEHETUKU
HayuHoro 11eHTpa NCUXUYeCcKOro 310pOBbs

[apouunH Bacunuit OneroBuy — K.0.H., CT. Hay4y. cOTp. J1abopaTopuu MoJe-
KYJSIDHO# T€HeTUKU M LIMTOreHOMMKHU Mo3ra uM. mpodeccopa FO.b. FOposa
Hay4Horo 1eHTpa ncuxuyeckoro 310poBbst

Opos KOpuii BopucoBuy — 1.6.H., ripod., 3aci. aesiresb Hayku P®D, akageMuk
PAE, 3aB. maboparopueii IUTOTEHETUKN 1 TEHOMUKY TICUXUIECKUX 3a00JIeBaHMI
(no neka6pst 2017 r.) HayyHoro 1ieHTpa NMcUXM4ecKoro 310pOBbsl, [JI. Hayd. COTP.
J1aG0paTOPUN MOJIEKYJISIPHON LIMTOTEHETUKKM HEPBHO-TICMXUYECKHX 3a001eBaHM it
(o nexabpst 2017 ) Hay4aHo-uccie10BaTeIbeKOro KITMHUYECKOTO MHCTUTYTA Tie-
narpun uM. akagemuka 0. E. Beasrumesa, ORCID: 0000-0002-9251-2286
Opos MBan MOpbeBuy — 1.6.H., npod. PAH, 3aB. naGoparopueii Mojeky-
JIIPHOI TEHETMKH M LIMTOTeHOMMKHM Mosra uM. mpodeccopa FO.B. FOposa
Hay4Horo 1eHTpa MCHXMYECKOTO 3[0pPOBbS, TJI. Hayd. COTp. JabopaTopuu
MOJIEKYJISIPHON LIMTOTEHETUKY HEPBHO-TICUXMYECKUX 3abosieBaHuii HayuHo-
MCCIIEIOBATEILCKOTO KIMHUUECKOTO MHCTUTYTAa TEAWATPUM WM. aKaJeMHKa
[0.E. Benbrumiesa, npod. kKadenpbl MeIuIIMHCKON TeHeTHKU Poccuiickoit
MEIULIMHCKON aKaJleMUU HEeNPEPbIBHOTO MPodeccuoHaIbHOro 006pa3oBaHusl,
ORCID: 0000-0002-4134-8367

115522 Mockga, Kammpckoe 1rocce, 1. 34

HapyllleHue TIoBeleHUsT (B OCHOBHOM arpecCUMBHOCTD),
YMCTBEHHYIO OTCTaJIOCTh, KaK MPaBUJIO, B JIETKOM CTETIEHU
U Takue aHOMaJluu, Kak Makpoiiedanusi, rpyoble YepThl
JIWIIA C BBICTYMAIOIIMMU HaIOPOBHBIMU IyTaMU, BBICOKOE
Hebo, TurepTpodus si3bika, rporHaTus [2, 3]. PeHoTH-
NUYecKre MPU3HAKW CO3/1al0T BIleYaTIeHUE O OOJIbHBIX,
CTpajalolnX akpoMmerajuein. DTUX MaluueHTOB OIMUCHI-
BaIOT KaK HEYKJTIOXXUX, C MOTOPHOI HEJIOBKOCTBIO.
HapyireHust moBeieHUsT Y MHOTHUX OOJBHBIX TPO-
SIBJIIIOTCS B BUJE TICUXOINMATUYECKUX YepT XapakTepa,
WMITYJTbCUBHOCTH, OTCYTCTBUSI CHJIBHBIX TPUBSI3aHHO-
CTeif, He CITOCOOHOCTH KOHTPOJIMPOBATh MPUMUTHBHEIE
smoruu. C Bo3pacToM Yy OOJIbBHBIX MOTYT HaOJIOIaThCs
BMWJIETICUSI, aTrPeCCUBHOCTD, CKIIOHHOCTh K aHTHOOIIECT-
BEHHBIM/AaHTUCOLIMAILHBIM  TTOCTYNKaM, IIHU30(MPEeHNSI,
JIETIPECCUBHBIE TICUXO3bI, TSEKebie (POPMbI TICUXOTIATHIA,
a TakXKe pacCTpOCTBa PENpOAYKTUBHON (DyHKIIMU.
OmnHako y OOJIBIIMHCTBA MAallMEHTOB B JaJbHENIIIEM OTMEe-
yaeTcsi HopMmasibHasi (hepTUIILHOCTL M OHM CITOCOOHBI
3a4arh JETeil. YCTAaHOBJICHO, YTO TOJBKO 12% MyXInmH
¢ nucomueit xpomocombl Y umetor kapuotur 47, XYY [4].
JlnarHo3 cuHapOMa AIMCOMUU XpPOMOCOMBI Y yCTaHaBJI -
BaeTCs MyTeM KapruOTUITUPOBAHUST MMALIMEHTOB C 3aIePXKKOIM
TMICUXOPEUEBOT0/TICUXOMOTOPHOTO  Pa3BUTHSI WJIM yMCT-
BEHHOM OTCTAJIOCTbIO, TIOJIOBBIMU AHOMAJIMSIMU  W/WJTA
HapylleHUeM noBeaeHusT; yactota cuHapoma 47, XYYy it
C coyeTaHWeM JJaHHbIX MPU3HAKOB HeM3BecTHa [2, 5—8].
MHorux OONBHBIX C 3TUM CHHIPOMOM IIpU OOCe-
JMIOBAHWW BBISIBIISTIOT B TICUXMATPUUECKUX KITMHUKAX
WX JIe4eOHO-TIPO(UIAKTUIECKUX YUPEXKIEHUSIX KaK JIeT-
CKoro, Tak u B3pocyoro Tpoduid. [Ipu obciaenoBannm
CEeMEeMHBIX CJydyaeB OTMEYalOT, YTO y TOTOMCTBA JIWIL
C CHUHAPOMOM JUCOMHUU XPOMOCOMBI Y BCTpeYaroTcsl
JIpyTHe pa3InuyHbIe XpOMOCOMHBIe aHoManuu [8—12]. Bece
3TO HEOOXOIUMO YYUTBIBATH TIPU MEIUKO-TEHETUYECKOM
KOHCYJIETUPOBaHUU. B paHHMX WCCIeTOBaHUSAX YKa3bl-
BaJIOCh Ha BEPOSITHOCTh 00Jiee 4acTOro KpUMHUHAIBHOTO
noBeieHUs1 y MaTbuYuMKOB ¢ XYY MO CpaBHEHMIO C OOIIei
MonyJsinyeit, oTMevyansach MX CKJIOHHOCTb K arpeccuu,
HO He K Hacuumto. M3 nurepaTypbl U3BECTHO, UTO Y JeTei
C CUHAPOMOM JIMCOMMUM Y BCTpPEUYaloTCs WU JIpYyrue Xpo-
MocoMHbIie aHoMmanuu [10, 13, 14], cunapom aucomun Y
MOXeT coueTatbcsl ¢ cuHapoMamu JlayHa [15, 16], Tpa-
nepa—Bwinu [17], Bunbsimca—bepeiina [ 18], ymcTBeHHOIT
OTCTaJIOCTH, CLIETUIEHHOM C JIOMKO# Xxpomocomoii X [19].
OueBUIHO, YTO CHUHAPOM IHUCOMHUU XPOMOCOMBI Y
KJIMHWYECKN BapyabesieH 1 eTo TIPOSIBJICHUS MOTYT OBITh
MaJIo3aMeTHBIMHU B JETCKOM BO3pacTe, MO3TOMY MHOTHE
MalMeHThl cCHavyajaa pacCMaTpPUBAKOTCSI KaK HOpMaJibHbIE
WHIAWBUAYYMBI, OCOOEHHO €CJM pedyb WIET O TOAIep-
JKMBAOIIEM TICUXOJOTUYECKOM OKPYKEHUN C paHHEro
JeTCTBa. DTO 3aTpydHSIET AMAarHOCTUKY. B To ke Bpemst
Mo KJIMHUYECKUM TIpu3HaKaMm 3a00jieBaHUE MOXET
OBITH TMPEINOJOXEHO, HO 00s3aTeIbHbIM KpUTepUEeM
MOATBEPXKACHUST nuarHosa ciayxxut kapuotun 47, XYY
[3, 19]. Ilpm Mo3amyHBIX (pOopMax YACTO BCTpedaeTCs
usoauiieHTpruyeckast xpomocoma Y [14]. C BbisiBIeHUEM
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U OMUCAaHUEM MO3aWyHbIX (OPM CUHApPOMA MOSIBUJIACH
HEOOXOIMMOCTb MPUMEHEHUSI METOMOB MOJIEKYJISIPHO-
LIUTOT€HETUYECKON JAMArHOCTUKU [UISl TOATBEPKAECHUS
nuarHosa [14, 18, 20]. Takum 006pa3om, 11eJib HACTOSIIETO
WCCIIeIOBaHNSI: YCTAHOBUTh 4acToTy cuHiapoma 47,XYY
B TPYIINE AETEN C YMCTBEHHOU OTCTAJIOCTHIO, 3a1€PKKOM
MCUXOPEUYEBOr0/TICUXOMOTOPHOTO Pa3BUTHUSI, BPOXIECH-
HBIMM TIOPOKaAMU W/WJIHA MaJIbIMU aHOMAJIUSIMU Ppa3-
BUTHUSI; TMATHOCTUPOBATh MO3anuHble (hOPMbI CUHIPOMA
1 MOKa3aTh HEOOXOAUMOCTb MOJIEKYJISIPHO-1IUTOTEHETU -
YECKUX UCCIIE0BAHMUIA MpH 3TUX hopmax.

XapaktepucTtuka aeter u MeToAbl UCCNeaoBaHNS

B naGoparopum = MOJEKYISIpHOM  LIMTOTEHETUKU
HepBHO-TIcuxndeckux 3aboneBannii HUKW nexmarpunm
uM. 1O.E. BenbruiiieBa npoBeneHbl MOJEKYJISPHO-LIATO-
TreHeTUYeCKNe U IUTOTreHeTuIeckKue uccienoBaHust 8270
JeTsIM (BO3pacT oT 9 Mec 1o 16 JIeT) ¢ YMCTBEHHOI OTCTa-
JIOCTBIO, 3aJePXKON TICUXOPEUEBOT0/TICUXOMOTOPHOTO
pa3BUTHUSA, BPOXACHHBIMUA TOPOKAMU W/WIU MaJbIMHU
aHomanusimMu pasputus [1, 21-23], u3 Hux 4424 nauu-
eHTa ObUIM MYXCKoro roja. LlutoreHeTnueckuii aHain3
BBITIOTHSITA Ha TIperaparax MeTada3HbIX XPOMOCOM
MpU  UCIOJIb30BaHUU UG (GepeHIINATLHOTO OKpallii-
BaHust ux no mauHe (GTG- u CBG-okpaiiuBaHue);
TpernapaTbl MOJYYeHbI TTyTeM KYJIBTUBUPOBAHUS in Vitro
JMMGOLIMTOB TTepru(eprUIecKoil KpOBH B COOTBETCTBUU
co craHmapTHoil meronukoit [1]. KileTku KyJbTUBUPO-
BaJiM Ha mnuTaTeNbHbIX cpenax PB-MAX wnu RPMI-
1640(T), 4TO TO3BOJNSIET TIOJNy4aThb XPOMOCOMHbBIE
npenapaTbhl BBICOKOTO KadecTBa M paspelneHus. Koim-
XUIMH BBOAWIM B KyJbTYypy KieToK 3a 15—20 muH
0 Havala (pUKcauu¥ B KOHEYHOW KOHILIEHTpaluu
0,5 MKr/mi. AHaiu3 OCYIIECTBIISUIM TOJ CBETOBBIM
MUKpOCKOToM Tipu yBeauueHuu 1150 ¢ wmcrmonb3oBa-
HUEM KOMITBIOTEPHO TIporpaMMbl aHalM3a W300pa-

OPUINHAJIbHBIE CTATbU

xeHusi. FISH (dnoopecuienTHas rubpuausanus in situ)
WUCCJIEIOBAaHUSI BBITIOJIHSUIM  TI0  paHee OINMCAaHHOMY
metony [21] mersiMm ¢ Mo3anuHOi ¢hopMOIi CHUHIpOMa
nucoMuu Y mpu Mcnosib3oBaHuM crielimduueckux JHK-
Mpo0 U3 KOJIJIEKLIMY JJabopaTOPUM MOJIEKYJISIPHOI TeHe-
TUKA U UTOTeHOMUKM Mo3ra uM. Tpod. F0.b. HOposa
HayuHoro 1ieHTpa TICMXWYECKOTO 370pOBbSI IO paHee
OINMUCaHHBIM TMpoTokosiam [24, 25]. Pe3synbraTbl Kapuo-
TUTIA Y MOJIEKYJISIPHO-IIUTOTEHETUYECKMX UCCIIeIOBaHUIA
MpeaCcTaBIeHbl COTJIACHO MEXIYHApOIHOW HIMTOTEHETH-
YeCcKoi KinaccuduKauy 1 HOMEHKIaTyphI [26].

Pe3ynbTathl M 06CcyxaeHue

Ilpu o6GcnenoBanumn 4424 peteit MyXCKOro ToJja
y 23 maureHToB OOHApYyKEHbI PEryJIsipHbIe U MO3auUHbIe
¢GopMBI CUHAPOMA IMCOMUM XPOMOCOMBI Y (4acTota
0,52%). CpemHuit BO3pacT AeTeil M3 KOTOPTHI C CHH-
npomoM 46,XYY coctaBui 6 et 6 MecsueB (oT 9 mec
no 14 ner). LluroreHeTnyeckre, MOJIEKYISIPHO-IIUTOTe-
HETUYEeCKMe 1 KIMHUYEeCKUE TaHHbIe 23 AeTell peicTaB-
JICHBI B Ta0IulIe.

W13 Tabnuiel BUugHO, uto 10 U3 23 nereii nMenu mMo3a-
n4yHyto ¢hopMmy cuHIpoma, 13 neteit — perynsipHyto opmy.
B perynsipHoit ¢popme BoisiBieH KapuoTtun 47, XYY (puc. 1).
IIpuuem B omHOM citydae oOHapykeHa peryJisipHasi (hopma
COYETaHHBIX CMHIPOMOB JlayHa M AMCOMMU XPOMOCOMBbI
Y (Ne6), a TakKe y omHOro pebeHKa orpeneieHa XpoMo-
COMHasl HECTaOMILHOCTD TPY PETYJISIPHOM (hopMe TMCOMUN
xpomocombl Y ¢ kaproturiom 47, XYY (Ne2).

B Mozan4HBIX ciydasix BbISIBJICHBI KJI€TOUHbIE JIMHUUN
cunnpoma 47,XYY, a TakKe CBSI3aHHBIE C IPYTUMU YUCTICH-
HBIMM aHOMAJTUSIMU TIOJIOBBIX XpoMocoM — 48, XXYY (Nel,
13, 15), 48,XYYY (Nell, 13), 47, XXY (Nel3). ITpu moza-
WYHBIX (hOpMax B HEOOJBIIIOM KOJMYECTBE BCTpPEUAINCh
aHOMaJIbHBbIe KJIeTKM ¢ Kapuoturiom 45,X (Ne§, 11, 12).
CrienyeT OTMETUTb, UTO OoJiee ABYX KIIETOUYHBIX JIMHUI
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Puc. 1. Kapuotun pedenka ¢ aucomueii xpomocombl Y (47,XYY) (coOCTBEHHbIE TaHHBIE).
Fig. 1. Syndrome of disomy chromosome Y (47,XYY) (own data).
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Bopcanosa C.T. u coasm. Cunpom nucomuu xpomocombl Y (47,XYY) y neteii ¢ yMCTBEHHOM OTCTaI0CThIO, HAPYLIEHUSIMU TIOJIOBOTO Pa3BUTHSI. .

Tabnuya. 1luroreHeTHYECKIE U MOJIEKY/ISIPHO-IUTOTeHETHYECKHE HCCIIEIOBAHMS IeTei ¢ CHHAPOMOM icoMuu xpomocombl Y (47,XYY)
Table. Cytogenetic and molecular-cytogenetic researches in children with chromosome Y disomy syndrome (47,XYY)

Pe3lel>TaTbl HCCJICI0BAHUA

Ne  Bospacr CuMITOoMBI
HUTOTeHEeTUYECKOTrO (KapuOTHIT) MoJjeKyasipHo-uuToreneTnyeckoro (FISH)
3ITMP, mukpotedanusi, 0BOJI0- 47,XYY.ish (DXZ1x1, DYZ3x2)
CEHME IO XKEHCKOMY THITY, THIIEP- [16]/48,XXYY.ish (DXZ1x2,DYZ3x2)[4]
L e TEJIOPU3M COCKOB, KPUIITOPXU3M, AL e st nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
TUIIOTOHAIM3M [379]/ (DXZ1x2, DYZ3x2)[121]
3IIMP, BITC, MAP: makpolie-
anus, runeprpodust si3bIKa,
2 9mec BBICOKOE HE0O0, HM3KO Pacrio- 47,XYY, XpoMOCOMHast _
JIOXXEHHBbIE YIITHbIE PAKOBUHBI, HEeCTaOUJIbHOCTh
IMPOTHATU3M; TUTIOTOHAIA3M,
KPUIITOPXU3M
ggcl\fyi :’Sﬂ?}fﬂ;ﬁ%ﬁﬁ;ﬂ;}iﬁ& 47, XYY.ish(DXZ1x1, DYZ3x2)
I rox e e > 47 XYY,1phgh, [14]/46,XY.ish (DXZ1x1,DYZ3x1)[6]
3 BMec  DAKODUHEL: yBéﬂquHHme — 9gh+[11]/46,XY,1ph- nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
L gh,9gh+[9] [252]/ (DXZ1x1,DYZ3x0)[40]/
HOCTH, KPUIITODXH3M, Cy0- (DXZ1x1,DYZ3x1)[208]
POXHBII CHHAPOM
3IIMP, 3I1PP, makpocomuss, MAP:
aHOMaJIbHbIE YIITHbIE PAKOBUHBI,
4 2 roa BBICOKOE HEOO, rurnepTpodus 47 XYY .
11 mec a3bika; BI1IC, yBenmuueHHbBIE ?
KOHEYHOCTH, TUCIUIa3Usl TeHU-
TAJIUI, CYyTOPOXKHBIA CUHAPOM
YMCTBEHHasT OTCTAJIOCTh, BEICOKHUI
pocT, KuhOCKOJINO03, KPYITHBIC
CTOIIbI, IPUCTYTIBI arPECCUMU,
5 ld4ner pucruiasusi reHutanuit; MAP: 47 XYY —
HHU3KO PACIIOJIOXEHHBIC YIITHBIE
PpaKOBUHBI, MaKpolehanus,
rpyOble YepThI JINIIA
IMpusHaku cuHapoma JlayHa.
3IIMP, yBenuueHre KOHETHO- 48,XYY,+21.ish(DXZ1x1,
6 2rom creii, BIIC; MAP: Beicokoe HeOo,  48,XYY,+21, DYZ3x2),(MCG-P-463-01x3)
runepTpodus sA3bika, JUCIia- 9phgh,22ps+ nuc ish(DXZ1x1,DYZ3x2), (MCG-P-
CTUYHBIC YIITHBIE PAKOBUHEI; 463-01x3)
TUITOILIa31sT MOIIIOHKU
46,X,idic(Y)(pter-> ql1.22.2:
YMCTBCHHas OTCTANOCTS, HEBPO- q11.22.2->pter).ish (Xcen/ Yeen)
Jiornyeckue HapyueHus; MAP: (DXZ1x1,DYZ3x2)
7 5 KOCOIJIa3ue, NTO3, STTUKAHT, 46,X,der(Y) (q?11.2) ) Yall23 ’ o AT
JIeT 2 ql1.23(MCB-P-130-1-),
CKOJIMO3, TUITOILIa3Usi MOLLIOHKMU, (pter-> q?11.2:q?11.2-> pter) Yqter(LLJ136-)
KPHUIITOPXU3M, CYIOPOKHBII GCHoR o eoh)
CUHIPOM
(DXZ1x1,DYZ3x2)[500]
3ITIMP, 3T1PP, mukponedanus, 46,X,idic(Y)(pter->q11.23: :q11.23-
aHOMaJIMM TOJIOBHOTO MO3Ta >pter).
Ha MPT, B ToM 4nciie MO3XeuKa 46 X der(Y) ish (DXZ1x1,DYZ3x2,
| rox U Mo3oJucToro tena; MAP: (q’.”l i.2) (i B368x2)[68]/45,X.ish )
8 9 wmec BBICTYTIAIOIIME HAIOPOBHBIE AYTH, q?11.2::q711.2-> pter)[11]/ (DXZ1x1,DYZ3-,B368-) [2]/46,XY.ish
IITO3, SIIMKAHT, 1e(OpMUPOBAHHbBIE 45 X[21/46 XY [17] (DXZ1x1, DYZ3x1,B368x1)[30]
VIIHbIC PAKOBUHBI; YBEJIMYEHHbIE ’ > nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
KOHEYHOCTH, TUCTUTa3Us TeHU - [790]/ (DXZ1x1,DYZ3x0)[42]/
Taaui (DXZ1x1,DYZ3x1)[168]
YMCTBEHHAsT OTCTAIOCTh, BPOX-
NIeHHas rjaaykoma, yyactku aenur- — 47,XYY,9ph- 47,XYY.ish (DXZ1x1, DYZ3x2)
5 Ao MeHTaiuu, MAP: BbiIcOKOE HEDO, gh, 15pstk+[25]/ [20]/46,XY.ish (DXZ1x1,DYZ3x1)[10]
necopMUPOBAHHbBIE KPYITHBIE 46,XY,9phqh, nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
VIIHbIC PAKOBUHBI; TUCILIA3US 15pstk+[5] [381]/ (DXZ1x1,DYZ3x1)[119]

TeHUTAJINIA
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OPUINHAJIbHBIE CTATbU
IIpodoaxncernue mabauywt
PeayanaTm HCCIe0BaHUA
Ne  Bospacr CuMITOMBI
HUTOTeHETUYECKOTO (KApPHOTHIT) MoJieKyasipHo-uuToreneTnyeckoro (FISH)
Jlerkas creneHb YMCTBEHHOM OTCTa-
JIOCTH, arPECCUBHOCTD, BHICOKHUIA
10 8 ger poct; MAP: Bbicokoe HE00, HU3KUI 47 XYY, Iphgh,9qh+ _
POCT BOJIOC Ha IIIee, KPYITHBIE
YIIHbIE PAKOBUHBI, OpaxXyIaK TS,
KPUIITOPXU3M, TUTIOCTIAIST
46,X,idic(Y).ish(qter-> p11.32::p11.32-
>qter),
(DXZ1x1, DYZ3x2),
3I1PP, 3®P, aytuzm, MAP: snu- (MCG482++)[52]/45,X.ish
KaHT, BEICOKOE He0o, aHoManbHble  46,X,psu idic (Y)?(gter-> (DXZ1x1,DYZ3x0)[30]/
11 4roma 3yObl, 1eopMupoBaHHbIe yIIHbIe  pl1.3::p11.3 47,XY,idic(Y)(p11.32).ish (Xcen/Ycen)
PaKOBUHBI, ITAXOBbIE I'PHIKU; ->qter),15cenh+ (DXZ1x1,
CYIOPOXHBI CUHAPOM, nuctiasust  [27]/45,X, 15cenh+[3] DYZ3x3)(MCG482+++)[18]
TeHUTaINI nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
[600]/ (DXZ1x1,DYZ3x0)[190]/
(DXZ1x1,DYZ3x3)[168]/
DXZ1x1,DYZ3x1)[42]
YMCTBEHHasT OTCTAJIOCTh, MUKPO-
nedanus, MAP: aHTUMOHTOJI0- 47,XYY,1phgh, 47 XYY.ish(DXZ1x1, DYZ3x2)
WIHBINA pa3pe3 IJ1a3HbIX HIeei, 1phgh,16qh+[3]/ [8]’ /4 6,XY.ish (DXZ fxl,DYZ3X1)[1 2]
12 13ser 2MMKaHT, IITO3, HU3KO D acn.ono— Sl nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
JKEHHbIE YIIHbIE PAKOBUHBL; Tpya-  1phgh,16gh+[2]/ [325]/ (DXZx1,DYZ3x0)[175]/ (DXZx-
HOCTHU B O0Yy4eHUU U KOMMYHHU- 46,XY,1phgh, 1.DYZ3x1)[ 500’]
KallMK, HapylIeHHbIH ocTeoreHes3,  1phgh,16gh+[15] ’
HapylIeHUE T0JI0BOr0 Pa3BUTHUS
47,XYY.ish(DXZ1x1, DYZ3x2)
%glg_)’ ﬁi‘;fg&fﬁgggﬁgﬁa [15]/48 XXYY.ish(DXZ1x2,DYZ3x2)
> : 47 XYY,15ps+ [18]/ [2]/ 48,XYYY.ish (DXZ1x1, DYZ3x3)
13 Guer  POPAHHDIC HH3KO DACHIONOKCHHBIC — 4q vyyy [2]/47, XXY.ish (DXZ1x2, DYZ3x1)[1]
ZII(J)H;{I;IE fl?é(;m;ﬁﬁ’ (;]j{o(ﬁ\(::ﬁzge 15ps+(2] nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
TeHUTATUI I}II/IHCK}(/;MaCTI/IH S22 (D210 [ DN ) |38} 1DV Z
’ 2,DYZ3x1)[20]/ (DXZ1x1,DYZ3x3)[10]
‘YmMmcTBeHHast otcTanoctb, 3[TPP,
HapylIEHWE TTOBEICHMS, BBICOKUAN
POCT, IPOrHATHsI, MUKPOKPAHUSI,
JMCIIIA3UsI COSTMHUTEIBHOM
L e tkaHu, BIIC; MAP: BbicoKkoe He6o, 47,XYY, Iphah, Igh-t, 15ps+ -
KPYIIHbIE aHOMAaJIbHbIE YIITHbIE
PaKOBHMHBI; TUCILIA3MSI TeHUTAIUI.
Pe6enok u3 Tpoiiau (BKO)
YMCTBeHHasT OTCTAJIOCTh, KOTHU -
oo }r‘)zpﬁmf}m"’p e 47 XYY.ish (DXZ1x1, DYZ3x2)
HOCTb, IIPOJIAIIC MUTPAJIbHOT .
> ; [88]/48 XXYY.ish (DXZ1x2, DYZ3x2)
15 137er r“;::}f;i “gﬁe]; TUTEPTENOPIEM 47 XYY[29]/ 48, XXYY[1]  [12]
- o AEDTIEET . nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
pPOBaHHBIE YIITHbIE PAKOBUHBI; [412]/ (DXZ1x2,DYZ3x2)[88]/
OBOJIOCEHHE TT0 KEHCKOMY THITY,
HapyIIEHHUE [TOJIOBOTO Pa3BUTHSI
3IIMP, 3ITPP, HapyiieHue roBe-
JieHus1, camokayeueHve, MAP:
16 3roma Kocomiasue, BBICOKOE HeOO, rumep-  47,XYY —
TEJIOPU3M, KPYITHBIE YITHBIE PAKO-
BMHBI; KDUIITOPXU3M, TUITIOCIIAIHS
3I1PP, 3TIMP, remunapes, BITP
TOJIOBHOTO MO3Ta, TUapoLedatms,
17 1 ron YIUTMHEHHbIE KOHEYHOCTH, TIPO- 47 XYY _
8 Mec  THaTuUs, TMIIEPMETPOIHS, CYI0- ’
POXHBIA CHHIPOM, HAapyIIEHKE
ITOJIOBOTO Pa3BUTHS
POCCUNCKUIN BECTHWK MEPUHATOJIOMMMN U MEANATPUM, 2020; 65:(2)
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Bopcanosa C.T. u coasm. Cunpom nucomuu xpomocombl Y (47,XYY) y neteii ¢ yMCTBEHHOM OTCTaI0CThIO, HAPYLIEHUSIMU TIOJIOBOTO Pa3BUTHSI. .

OkoHuanue mabauybl

Ne  Bospacr CuMITOoMBI

HUTOTeHEeTUYECKOrO (KapMOTHIT)

PeSyJIbTaTbl HCCJICI0BAHUA

MoJeKyasipHo-uuToreneTnyeckoro (FISH)

3I1PP, aytusm, ymMcTBEeHHAsI
OTCTaJIOCTh, BBICOKUIA pocT, MAP:
BBICOKOE HE00, aHOMaJIUK 3y00B
C HapylLIeHWEM POCTa; aHOMAJTUN
MOJIOBOTO Pa3BUTUS

18 11 ;er

VYMCTBEHHAs OTCTAJIOCTh, HAPY-
LLIEHUE TOBEIECHMS, arpeCCrB-
HOCTb, TPYTHOCTU B 00y4eHUN

1 KOMMYHMKALIMK, BRICOKUIA POCT,
MAP: BricTymarouiue HaaiopoBHbIE
JIyTH, BBICOKOE HEDO, AUCTIIA-
CTUYHbIE YIIHBIE PAKOBUHBI,
TUIIOTLIA3KSI MOIIIOHKI

19 14 ner

YMCTBeHHAsT OTCTAJIOCTD, arpec-
CHUBHOCTb, CyIOPOXHBII CUHIPOM,
BbICOKUI pocT, MAP: Bbicokoe
He00, TITO3, AMUKAHT, KPYITHbIE
necopMUPOBAHHbBIE YIIIHbIE PAKO-
BUHBI; TUCIUIa3Us TCHUTATUI

20 10 jer

YMCTBeHHasT OTCTAJIOCTh, arpec-
35 CUBHOCTb, KOTHUTUBHBIEC Hapy-
21 r(,ma LIEHNsI, BPOXIEHHAS IJIAyKOMa,
BBICOKUIA POCT, KPUIITOPXM3M,
TUITOCTIAUST

3IIMP, ayTri3m, KOTHUTUBHBIE
HapyIIeHUsI, CyTOPOKHBIN CUH-
2 3,5 npoM, MAP: kocornasue, KpyrmHbie
roaa aHOMaJIbHbIE YIIIHbIE PAKOBUHBI,
BBICOKOE He0O; YIUTMHEHHBIE KOHEU-
HOCTU; NACILIa31s TEHUTAJIUIA

‘YMCTBEHHas OTCTAJI0CTh, arPeCcCUB-
HOCTb, BBICOKHWIA POCT, HApYyIlIEHNE
noBeaeHus1, MAP: runeprenopusm
[JIa3HBIX 1IeJIel, KpyIHble Aehop-
MUPOBaHHbIE YIITHbIE PAKOBUHBI;
HapyllleHHe MOJIOBOTO Pa3BUTHS

23 12 mer

47, XYY

47, XYY

47, XYY

47, XYY

47,XYY,9qh+ [8]/
46,XY,9gh+[12]

47, XYY, 1gh+ [7]/
46,XY,1gh+[13]

47,XYY.ish (DXZ1x1, DYZ3x2)
[11]/46,XY.ish (DXZ1x1,DYZ3x1)[9]
nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
[281]/ (DXZ1x1,DYZ3x1)[219]

47,XYY.ish (DXZI1x1, DYZ3x2)
[13]/46,XY.ish (DXZ1x1,DYZ3x1)[7]
nuc ish(Xcen/Ycen) (DXZ1x1,DYZ3x2)
[282]/ (DXZ1x1,DYZ3x1)[218]

Ilpumeuanue. BITP — BpoxaeHHbIi mopok paszutusi; BIIC — BpoxkneHHbI opok cepata; 3[IMP — 3anepxka ncuXoMOTOPHOTO Pa3BUTUS:
3I1PP — 3amep:xKa ricuxopedeBoro pa3sutusi; 3PP — 3amepkka peueBoro passurtust; 3P — 3anepxkka dusnueckoro pazsutusi; MAP — MUKpO-
aHomanuu pa3sutusi; MPT — MarHuTHO-pe3oHaHcHas Tomorpadust; DKO — akeTpakopnopaabHOe OTUIONOTBOPEHUE.

BbISIBJIEHO B 4 ciyyasix (B Nell u 13 — yeTblpe KieTOuHbIe
smuHUN, B Ne§ 1 12 — Tpu), B OCTaJIbHBIX MO3aUYHBIX CITy-
Yasix OMpe/iesieHbI IBe KJIETOYHbIE JUHUU: C HOPMAJIbHBIM
KapuoTUIIOM U ¢ aucomueit xpomocoMbl Y (47,XYY).
Kaxk BusHO 13 Tabauibl, BO BCEX MPEACTABIEHHBIX CTyYasix
HaOMIONAIUCh YMCTBEHHAs! OTCTAIOCTh M MOIMMOPGhUM
KJIMHUYECKUX MposiBIeHUi. Halliu naHHbIe MOATBEPKIAI0T
u apyrue uccienosanus |7, 12, 20, 23, 27—30]. Yucno aHo-
MaJTbHBIX 1 HOPMaJTbHBIX KJIETOK B Pa3HBIX MO3aUYHBIX CJTy-
yasix pa3inyaioch, HO KIMHUYECKUE MPU3HAKU HE ObLIU
CBSI3aHbl KaK C HAJMYMEM PETYJISIPHBIX WJIA MO3aUYHBIX
(opMm, Tak 1 ¢ YUCIOM KJIETOK B MO3aUUHBIX ciiydasix. Jpy-
TMMU CJIOBaMU, TSDKECTh KJIMHUYECKOW KapTUHBI B HallleM
HCCNIENIOBAHUM HE 3aBHCeNa OT KOJIMYECTBA aHOMAIbHBIX
KJIETOK, a TakXe 4ucia KJIETOUYHbIX JUHUI. Bo3moxHo,
9TO0 OOYCIIOBJIEHO TE€M, YTO B paboTe MpoaHaJIM3MPOBaHbI
KJIETKW KPOBHU, a B KJIETKAX APYTMX TKaHEW COOTHOULIEHUE
HOPMaJIbHBIX U aHOMAJIbHBIX KJIETOK MOKET OBbITh IPYTUM.

W3 tabauiibl BUIHO, YTO TOYTHU B MOJIOBUHE HAOJII0-
neHuit  (n=10) cuHApPOMa JIUCOMUU XPOMOCOMBI Y
Kak peryysipHbIX, TaK 1 MO3aUYHBIX (DOpM ObLITN HalIEHBI
U3MEeHEeHUsI (B OCHOBHOM, B BUJIE YBEIUUYECHMS) TETEPOX-
POMATHHOBBIX PAaliOHOB XPOMOCOM, BKJIIOYAsi XpPOMO-
combl 1, 9, 15, 16. MI3MeHeHUsI TeTEPOXPOMATUHOBBIX
palioHOB XpPOMOCOM He OOHapyxXeHbl B Xpomocome Y,
32 WCKJIOYEHUEM Ciydyas M3OIUIIEHTPUUECKON Xpo-
MOCOMBI, TAe ObUI JEJeTUPOBAH T'eTepOXPOMATUHOBBIN
yuyacTok xpomocoMbl Y (Ne8). WMzomuiieHTpUueckue
XpOMOCOMbI Y BCTpeUaarcCh B TPEX CIIydasiXx MO3audHbIX
¢dopm cunapoma (N7, 8 u 11), mpu KOTOPBIX, KaK BUTHO
U3 TaOJUIIBI, TPeOOBaJOCh TMPOBEACHUE MOJICKYJISIPHO-
nuroreHeTnvyeckoit nuarHoctuku (FISH) [27, 31-33].
Tlocne ocymecrBnenuss FISH-uccnenoBanusi B ciy-
yasgx Nel1l u 13 ObLIM BBISIBJICHBI JOTIOJTHUTEJIbHBIE KJIe-
TOYHbIE JIMHWUM, HE OIpeiesieHHbIe TIPU TPUMEHEHUU
uToreHeTn4yeckoro metona. CienoBaTeibHO, BCe MO3a-
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OPUINHAJIbHBIE CTATbU
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Puc. 2. KapnoTun pedenka ¢ nucomueii xpomocombl Y U Tpucomueii xpomocombl 21 (cunapom layna, peryasipHas ¢opma) —

kapuorun 48,XYY,+21 (coGcTBeHHBbIE JaHHbIE).

Fig. 2. Disomy chromosome Y syndrome and trisomy chromosome 21 (Down syndrome, regular form) — 48,XYY,+21 (own data).

Puc. 3. MonekyaspHo-uuToreHernueckue ucciaenopanus (FISH) y pedenka ¢ kapuorunom 48,XYY,+21 (peryasipaas ¢dopma)
(a) u 'y pedeHka c Mo3amyHoii GopmMoii TMcoMUr XpoMocombl Y (6): BUIHBI KJIETKH € ABYMS Ml OJJHAM CHTHAJIAMH HA XpoMocomy Y

(coOCTBEHHbIE JAHHBIE).

Fig. 3. Molecular cytogenetic researches (FISH) of a child with karyotype 48,XYY,+21 (regular form) (@) and a child with mo-
saic form of chromosome Y disomy syndrome (6): cells with 2 signals and 1 signal could be seen (own data).

nyHble (OPMbI CUHAPOMA IMOCJE I[UTOTEHETUYECKON
NMATHOCTUKY HYXIAIOTCS B TOATBEPXKICHUM MOJIEKY-
JIsipHO-LIUTOreHeTHUecknuM  ucciaenoBanuem  (FISH).
DTO MOATBEPXKIAOT U AaHHBIE JuTepaTypsl [27, 33—35].
Kpome Toro, mpu Mozauiiusme ajisl BbISIBICHUS AOTMON-
HUTEJbHBIX KJIIETOYHBIX JIMHUI HEOOXOAUMO TIPOBEICHIE
nHTepdaszHoit FISH, oGecneunBarolieii BO3MOXHOCTb
aHaim3a OOJIbIIEro yuciaa KJIeTOK, YTO BUIHO Ha TpU-
Mepax B caydasix Ne3, 11 u 12 (cm. Tabnuity).

M3 oOcyxnaeMbIx cjydyaeB B HallleM MCCJeNo-
BaHUM CJIeAyeT OTMETUTh HaOJIOJeHUE COYETaHUSI CUH-

npoma JlayHa u gucomuu XxpoMocoMbl Y (Ne6) (puc. 2),
MpUYeM B BUJE PETYISIPHON (POPMBI, YTO TTOATBEPAUIOCH
MPpU  MOJIEKYJISIPHO-IIUTOTeHETUUECKON  TMarHOCTUKE.
PesynbraTel MOJEKYISIPHO-LIMTOTEHETUUECKOTO HCCIe-
JOBAaHMS Y OTOTO MallMeHTa U y pebeHKa ¢ MO3andHO
(dopMoit TMCOMUM XpOMOCOMBI Y JaHBI Ha puc. 3.

Bo Bcex npencraBieHHbIX HAMU CTydasix Had/o1a1ach
YMCTBEHHAasl OTCTaJIOCTh, B OCHOBHOM CpPEIHEN TSKECTH.
B nurtepartype mipu cuHApoMe AMCOMUM Y, KaK MPaBuiIo,
OIMCHIBAETCSI YMCTBEHHAsl OTCTAJIOCThL JIETKOM CTETeHU
[7, 12, 20, 23, 27, 28, 30]. Kpome Toro, aHanu3upys Halu
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Bopcanosa C.I. u coasm. Cunpom nucomuu xpomocoMbl Y (47,XYY) y neteii ¢ yMCTBEHHOI OTCTaIOCTbI0, HAPYIIEHUSIMU TTOJIOBOTO PA3BUTHSL...

pe3yJIBTaThl, CJIEAYET OTMETUTD, UYTO B OTAETBHBIX CITydasx
BCTPEYaJIMCh CUMITOMBI, HETUTIMYHbBIC IS TUCOMUM Y
(47,XYY). Tak, B ciyvasix Ne§, 13 u 17 BbISIBIE€HBI aHO-
MaJIuu TOJIOBHOTO Mo3ra, B Ne2, 4, 6, 13, 14 u 15 — Bpok-
JIEHHbIE TIOpOKM cepaia, B Nel2 — HapylieHue ocrteo-
reHeza, B Nol4 — pucriasusi COeMMHUTENIBHON TKaHMU,
B Nel7 — remumnape3 u rtunepmerponus. BozMmoxHO,
TSKECTh M CBOEOOpa3e KIMHUYECKON KapTUHBI CBS3aHbI
C MUKPOAHOMAJIMSIMU T€HOMA, B TOM YHUCJIE C HATUUYUEM
CNV (copy number variation, Bapuaius 4yuciaa KO
XPOMOCOMHBIX CETMEHTOB), KOTOpble HEOOXOAMMO OMpe-
JIEJISITh C TIOMOIIBIO TaKWX MOJIEKYJISIPHO-IIUTOTEHETH -
YECKUX TEXHOJIOTUI, KaK MOJEKYISIPHOE KapuOTUIUPO-
Banue (arrayCGH u SNP) [3, 10, 11, 31-33, 36].

3aknoyeHue

Yacrora CUHIpOMa B Hccnez[yeMoﬁ HaMMn KOIropTe
nereit (C YMCTBEHHON OTCTaJIOCThIO, 3aJePKKOW TMCHUX0-
peueBOro/TICUXOMOTOPHOTO  Pa3BUTHUSI, BPOXICHHBIMU
TITIOpoKaMun I/I/I/U'[I/I MaJlbIMU aHOMAJIUSIMU pa3BI/ITI/IH)
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PoJib MaTPHUKCHOI METAJLIONPOTENHA3bI-9 B reHe3e XPOHHYECKOro BOCHAJIeHHsI OPOHXOB
y AeTeii ¢ OpOHXHAIBHOI aCTMOIA

A.A. Jlebedenko, O.FE. Cemeprux, M.B. llyoapesa, E.b. Topuna

Pre0y BO «PocToBCckuMin rocyaapCTBEHHbIM MeaAnLUMHCKNIA yHBepcuTeT» MuHagpasa Poccun, PocTtoB-Ha-[oHy, Poccus

The role of matrix metalloproteinase-9 in the genesis of chronic bronchi inflammation
in children with bronchial asthma

A.A. Lebedenko, O. E. Semernik, M.V. Dudareva, E.B. Tyurina

Rostov State Medical University, Rostov-on-Don, Russia

BponxuanbHas acTMa, Kak HanboJiee pacnpocTpaHeHHOe 3a00/1eBaHIe IbIXaTeIbHbIX MyTeii, MpecTaB/IsAeT AKTYAIbHYI0 NPodIemMy
coBpeMeHHOi MenuuuHbl. MaTpukcHble MeTasionporentassl (MMP) urpaioT Ba:kHyI0 poJib B mpoueccax MoJep:KaHusi BOCHa-
JIeHUs1 ¥ peMoJIeIMPOBaHusi OPOHXOB NMPH OPOHXUAIBLHOI acTMe.

eab uccnenosanus: u3yunts po> MMP9, a Tak:ke ocoDeHHOCTEN ee HAac/IeI0BaHus B IATOTeHe3€e OPOHXHAIBHOI ACTMBI Y JeTeil.
XapakTepucTuka jeTeii 1 MeToabl uccienoBanus. [IpoBeneHo mpocneKTHBHOE 0oOcJjenoBanue 54 jaeTeii, cTpagalIMX OpPOHXM-
aJbHOI acTMoOi, U 56 310poBbIX AeTeii ¢ onpenenenneM yposHa MMPY B chiBopoTKe KPOBH, a TakKe MOJIMMOPGHOro BapuaHTa
8202A>G rena MM P9.

Pesyabratsl. ¥ neteii, CTpagaomux OpOHXHAIbHOI acTMO#, conepkanne MMP9 B cbIBOpOTKe KPOBH ObLIO 3HAYUTEILHO OOJIbIIE
(431,76 [306,15; 612,93] nr/mu), yem y Aeteit KOHTPOJbHO# rpynmbl (276,05 [160,33; 397,02] ur/ma). UccienosaHue noJuMop-
(uzma 8202A>G rena MMP9y 06c/1e10BAHHBIX HAMH AIMEHTOB YCTAHOBHIIO, YTO ajlie)b G y JeTeii, CTpaaaioImmx 6pOHXHAIbHOI
acTMoii, BcTpeyaeTcs HemHoro vamie (57,5%), yem amnenb A (42,5%). IIpu 3ToM Kak cpeau 0OJIbHBIX OPOHXHAIBHOI ACTMON,
TaK U B KOHTPOJIbHO# rpynie npeo0.1aiajim reTepo3uroTHbie HOCHTENH JaHHOTO nojumMopdHoro Bapuanta rena MMP9. Ilpu cono-
CTAaBJICHMH YACTOT FeHOTHIIOB M aJUIeJieii B rpynme JeTeil, CTPaJalomuX OPOHXHAIBHON ACTMOI, C MOMYJISIMOHHOM TPYNNOii cpaB-
HEHUsI CTATHCTHYECKH 3HAYMMBIX PA3JIM4Mii TAKKE He BbISBJIECHO.

3akmouenne. Konnenrpauns MMP9 B chIBOPOTKe KPOBH $OJIbHBIX OPOHXHAIBHOI ACTMOIi, 2 TAKIKE 0COOEHHOCTH HACJIEIOBAHMS
JaHHOrO hepMEHTA OKA3bIBAIOT 3HAYUTEIbHOE BIMAHNE HA MEXaHU3MbI Pa3BUTHUSA 3200/1€BaHUS.

Karouesvte caoea: demu, 6ponxuanvras acmma, Memaiionpomeunassl, 6ocnaierue, eenomun, 2en MM P9.

Ansa untuposanus: JiebeneHko A.A., Cemepruik O.E., [lynapesa M.B., TiopuHa E.B. Posb MaTpyukcHoOM MeTannonpoTenHassl-9 B reHe3e xpo-
HUYECKOro BocrnaseHvsi G(pOHXOB y AeTel ¢ 6POHXmabHOM acTMO. Poc BecTH nepuHaton v neaunarp 2020; 65:(2): 49-54. DOI: 10.21508/1027—-
4065-2020-65-2-49-54

Bronchial asthma as the most common respiratory tract disease is an urgent problem of modern medicine. Matrix metalloproteinases
(MMP) play a significant role in the processes of inflammation maintaining and bronchi remodeling in children with bronchial asthma.
Objective: To study the role and inheritance of MMRY in the bronchial asthma pathogenesis in children.

Characteristics of children and research methods. The authors carried out the prospective study of 54 children with bronchial asthma and 56
healthy children with the determination of the MIMP-9 level in blood serum, as well as the polymorphic variant 8202A>G of MMP9 gene.
Results. Children with bronchial asthma had significantly higher content of MMPY in the blood serum (431.76 [306.15; 612.93] ng/ml),
as compared to the control group (276.05 [160.33; 397.02] ng/ml). When studying polymorphism 8202A>G of MMP9 gene in the
examined patients it was found that the children with bronchial asthma had the G allele a little more often (57.5%) than A allele
(42.5%). Heterozygous carriers of the MMP9 gene polymorphic variant predominate both among the patients with bronchial asthma
and in the control group. When comparing the frequency of genotypes and alleles in the group of children with bronchial asthma and
control group the authors revealed no statistically significant differences.

Conclusion. The disease mechanism significantly depends upon the MMR9 concentration in the serum of patients with bronchial
asthma and the peculiarities of this enzyme inheritance.

Key words: children, bronchial asthma, metalloproteinases, inflammation, genotype, MM P9 gene.

For citation: Lebedenko A.A., Semernik O.E., Dudareva M.V., Tyurina E.B. The role of matrix metalloproteinase-9 in the genesis of chronic
bronchi inflammation in children with bronchial asthma. Ros Vestn Perinatol i Pediatr 2020; 65:(2): 49-54 (in Russ). DOI: 10.21508/1027-4065—-
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pOHXMaJbHasl acTMa OTHOCUTCS K YHCJIYy Hau-
0OoJjiee pacIpoCTpaHEHHBIX 3a00JIeBaHUIl JIbIXa-
TeJbHBIX TIyTeii. HecMoTpst Ha 3HaUMTEIbHOE KOJMYE-

CTBO paboT, MOCBSIIEHHBIX BOTIpocaM MPpodUIaKTUKH,
NIUArHOCTUKW W JieYeHUs] OpOHXMAJbHOW aCTMBI,
B HAcCToOsIee BpeMsl HEe J0 KOHIIA pacKpbIThl Mexa-
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HU3MBI CTPYKTYPHBIX U (DYHKIIMOHAJTBHBIX U3MEHEHUIA
CIIM3UCTON  O00OJIOYKM  OPOHXOB, TPOMCXOMSIINX
Mpu 000CTpeHUU 3a00JIeBaHUS U MIPUBOIIIINX K 3HA-
YUTEJIbHOMY YTSIKeJIeHUIO eTo TeueHust. CoBpeMeHHast
KOHIIEMIIMS TIaToreHe3a OpOHXMAJbHOM acTMbI 0a3m-
pyeTcs Ha TpencTaBJIeHUU O KIIIOYEBOM POIU TEepCH-
CTUPYIOIIETO BOCMaJeHUs B OpPOHXWAJBHOW CTEHKE,
BO3HUKAIOIIET0 B OTBET Ha BO3ACHCTBUE Pa3TUYHBIX
TpurrepoB. [IpudyeM BIUsIHUE TaHHBIX (HaKTOPOB MPU-
BOJMUT HE TOJBKO K (POPMUPOBAHUIO OTEKa CIAM3UCTOM
000JIOYKM OPOHXOB W TUMEPCEKPEIUU CIU3H, HO U
K crma3My TJagKoW MYCKYJIATypbl, TPOSBISIONIEMYCS
B BUJie OpoHxualibHOM o0cTpykuuu. [Ipu aToM B poc-
BeTe OPOHXOB OTMeYaeTcsl 3HAUUTEJbHOE yBeJIUYEeHUE
KojaunvecTBa T-KJIeTOK, MakpodaroB, 303WHOMUIIOB,
HEUTPOMPUIIOB, a TaKkKe TYYHBIX KJIETOK, aKTUBAIIMS
KOTOPBIX COIMPOBOXIAETCS WX TOCTeAyIolIel merpa-
HYJISIIUEN 1 BBIACIEHUEM 3HAUUTEILHOTO KOJMYEeCTBA
OUOJOTMYECKN aAKTUBHBIX BEIIECTB, YYaCTBYIOIIUX
B MpolleccaXx pPeMOACTUPOBAHUST OPOHXUATBHOTO
JnepeBa. AKTUBUPOBAHHBIE KJIETKU CITOCOOHBI TaKke
BBICBOOOXIATh pa3jindHble (POPMBI KHUCTOpoaa (CTH-
MYJUPYST OKUCITUTENBHBINA CTPecC), a TakKKe MeTajio-
npotenHasbsl (metalloproteinases, MMP) u dakropsl
pocTa, KOTOpble UTrpaloT KIIIOYEBYIO POJib B TpeBpa-
meHuu GuopoodacToB B MUOPUOPOOIACTH U TIIanKue
MUOLUTHI [1].

MMeHHO MeTajsTonpoTerHa3bl UTpaloT  BaXKHYIO
pOJIb B PEMOIEIMPOBAHUN MEXKIETOUHOTO MaTpHuKca.
B Hacrosiiee BpeMs BuIIEISIOT 0KOJio 30 BUIOB MeTal-
JorporenHas. Bce ceMmeiicTBO HaHHBIX (hepMEHTOB
00J1aaeT HEKOTOPBIMU OOIIMMHM 1O CTPYKTYPHOU Opra-
HU3aLMU XapaKTepHBIMUA YepTaMU, OJHAKO OHU OTJIYa-
I0TCs CyOCTpaTHOM CHeM(MUIHOCTHIO U B 3aBUCUMOCTHU
OT 3TOTO BBIAESIOT psia noncemericTs8 MMP [2].

HauGonbiyto ponb B TmaroreHe3e OpOHXMATbHOM
acTMbl UTpaeT MeTaionporenHasza-9 — MMP9 (kena-
tnHa3a B). Ona cekpetupyercsi B ¢opme mnpodep-
MeHTa ¢ Maccoit 92 xJla U ee OCHOBHbIMU CyOCTpaTamu
cJTyXaT JeHaTypUpOBaHHBIHM KoJiareH | Thmna (okeJaTuH),
HaTtuBHbIe KoJimareHsl IV, V, VII, X u XI tunos, ¢pubdpu-
HOT€H, BUTPOHEKTWH, WHTEpPJeNKUH-1 W OHTaKTHUH,
KOTOPBI COeNMHSIET JIAMMHUH M KoJjutareH IV Ttuma.
MMP9 cuHTE3UpyeTCS MPEMMYIIECTBEHHO BOCTIATM-
TEeTbHBIMU  KJIeTKaMU (MOHOLIUTAMU, JICHKOIIUTaMU,
Makpodaramu 1 pubdpodIacTaMu) U TPUHUMAET y4acThe
B TIpolieccax BOCIAJeHUs, PEMOAETUPOBAHUS M pera-
paunu TKaHel, MOOWIM3alIMi MaTPUKC-CBSI3aHHBIX (haK-
TOPOB POCTA M MPOIIECCUHTA IUTOKUHOB. [Tpu aTOM cama
MMP9 MoxXeT MHIYLIMPOBATh MPOIYKIIMIO TPOBOCTIATM-
TETbHBIX IIUTOKMHOB. BakHO OTMETUTD, YTO IKCIIPECCHUST
MMP9 koppenupyer ¢ necMmoriazueid (HerpaBUIbHas
OpHeHTalMs KoJulareHa) U 9TO UrpaeT ocoboe 3HaueHue
B Tpolleccax peMoJeIupoBaHus OPOHXOJIETOUHON CHC-
TeMEI TIpyu OpoHxuanbHOI acT™me [1, 3, 4]. MccnenoBanue
OuonTaroB OPOHXOB OOJBHBIX C OPOHXMAIBHON aCTMOM
YCTAaHOBUJIO OOIIME Ui BCEX CIyvaeB IMaToJI0TUYECKUe

OPUINHAJIbHBIE CTATbU

U3MEHEHUsI: BEHO3HOE MOJTHOKPOBUE, HAOyXaHUe U pa3-
BOJIOKHEHHUE KOJIJTAar€HOBBIX BOJIOKOH COOCTBEHHOM IJia-
CTUHKH CIU3UCTOI 000J0YKHU, TOJUMOPGHHO-KIETOUHYIO
uHOGUIBTpalMio Toa 0a3aibHOM MeMOpaHOil B coye-
TaHUM ¢ 3KChOoMaIMe TOBEPXHOCTHOTO STMUTEHS.

MMPY Takxke crnocobCTByeT MHBAa3MU B 0a3aibHYIO
MeMOpaHy KJIeTOK, TPHHUMAIOIIMX y4yacThe B TaTO-
reHe3e BocrnaneHusi (T-kiIeTkKu, MOHOHYKJI€apHbIC
arouThl, CMHOBUANbHBIE (UOpodaacTel U ap.) [2].
Bo3MOXHO, 9TO CMOCOOCTBYET TOMY, YTO y MAl[MEHTOB
C TSDKENIBIM TeYeHUEeM OpOHXMAIBbHOM acTMBl B CIIU3U-
CTON 000JI0uKe OPOHXOB MPOUCXOAUT AETIOHWPOBAHUE
KaK MaTPUIHBIX OJTKOB, TaK U TPAHCIIEILTIONSIPHBIX KOM-
TMOHEHTOB OCHOBHOTO BeIIeCTBA COEAMHUTEILHON TKaH!
(dbubpoHekTnHa, TeHacuuHa) [1, 4]. B cBsg3u c atum
YIJIOTHEHUE U (prUOPO3 COOCTBEHHOM TJIACTUHKU CITU3M-
CTOI 00OJIOUKM CTAHOBSITCS BaXKHBIM MATOT€HETHUECKIM
3BEHOM B pa3BUTUU OPOHXOOOCTPYKTUBHOTO CUHIPOMA.

IToaToMy wucciaenoBaHre OCOOEHHOCTEN Hacseno-
BaHUs, PYHKIIMOHUPOBAHUS U PETYIISILIUM CUCTEMBI ITPO-
TEOIMTHYECKUX (PEPMEHTOB, B YACTHOCTH MaTPUKCHOI
MMP9, y nereit, cTpamaroniux OpOHXMAIbHON aCTMOM,
MpeCTaBIIsieT 0COObI UHTEpEC.

Ieab uccaenoBanusi: n3yuyutb pob MMP9, a takke
0COOEHHOCTEl ee HacjieloBaHUsl B MaTOreHe3e OPOHXU-
QJILHOW aCTMBbI Yy IETEH.

XapaktepucTtuka petei U MeToabl UCCNeAoBaHUS

IIpoBeneHo MpocIIeKTUBHOE 00cieqoBaHne 54 neTei,
cTpajalolnX OpoHXMaAbHOW acTMoil. ImarHo3 OpoH-
XMaJIbHOM acTMBI OBIT TOCTaBJieH Ha OCHOBaHUU
HauwyoHnaneHol TiporpamMmbl  «BpoHXuabHas acTMBbI
y neteit. Ctparerust jiedeHuss v npodwiaktuku» (2017).
CpeaHuii Bo3pacT 00cIeT0BaHHBIX MAIIMEHTOB COCTABUIT
11,44+4,67 rona.

KputepusiMu BKITIOYEHHUSI B JaHHOE MCCIIeIOBaHUE
MOCTAYXWJIM: HaJludue TOATBEPXKICHHOTO JHMarHo3a
OPOHXHMATBHON aCTMBI, OTCYTCTBHE COITyTCTBYIOIIEH
XPOHUYECKOM TMATOJOTUU CO CTOPOHBI IPYTUX OPTaHOB
M CHCTEM, BO3pacT Myiaiie 18 jiet, pycckue.

Kputepyn MCKITIOUEHHS: HaJU4Me YCTAaHOBJICHHOM
paHee TEHETUYECKOM MaTOJOTUU, OJIM3KOPOIACTBEHHBIX
OpakoB B CEMbSX OOCIEIOBAHHBIX TMAlMEHTOB, XPOHU-
YeCKMX M OCTPbIX 3a00jieBaHUII OPOHXOJIETOUHON CUC-
TeMBI (TyOepKyse3, OCTPBIM TPaxeoOPOHXHT, TTHEBMOHUSI
U Ap.), BO3pAcT NMallMeHToB crapiie 18 jeT.

KoHTponbHyto rpymmy coctaBuiau 56 mereir I m 11
TPYMI 3I0POBbs, COMOCTABUMBIX IO TOJY M BO3pacCTY,
He UMEIOIINX KIMHUYECKUX MPOSBICHUN aJlIepruIeCKUX
1 TeHEeTMUYECKUX 3a00JIeBAaHUIA.

Ha 6a3ze mnemMaTpuveckoro OTHENEHUS KIMHUKU
PocToBCcKOTO TOCYTapCTBEHHOTO MEIUIIMHCKOTO YHU-
BepCUTETa BCEM JCTSIM TMPOBEACHO KOMIUIEKCHOE KITHU-
HUKO-JTabopaTopHoe obOciaenoBaHne. YpoBHu MMP9
B CBIBOPOTKE KpPOBU OTPEACNTSUIA METOAOM HMMY-
HO(EPMEHTHOTO aHaju3a C TIOMOIIBIO TECT-CUCTEM
Cloud-CloneCorp (CILIA).
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[eHeTnueckoe ucciaenoBaHMe MPOBOIUIOCH B 1a00-
patopun reHeTuku HOXHOro denepaabHOTO YHH-
Bepcutera. O6pasusl JJHK y BkIOUEeHHBIX B Mcclie-
IOoBaHWE JeTell OBIIM BBIACIEHBI W3 JIEHKOLMTOB
nepudepuueckoil  KpoBM  TePMOKOATYISILIMOHHBIM
MmeTtomoM ¢ mnomombio peareHta JHK-skcmpecc-
kpoBb («JIutex», Poccust), a 3aTeM MeTOAOM asjiesib-
crieuMUYHON  TIOJIMMEpa3sHOol IIEeITHOW  peaKIuu
¢ Ucroyib30BaHueM HabopoB peareHTOB SN P-akcrpecc
(«JIutex», Poccust) mpoBeneHO oTmpeaesieHUe IMOJIu-
mopdHoro BapuaHta 8202A>G rena MMP9. Tlpexne
YeM MPUCTYIUTh K aHaJTKU3y MOJYYeHHBIX Pe3yIbTaTOB
BCe BBIOOPKU TAIIMEHTOB, BKJIOUEHHBIX B MCCIEHO0-
BaHWe, MBI MMPOBEPUJIM Ha COOTBETCTBHE PaBHOBECUIO
Xapnu—BaiinGepra.

PesyabraThl KIMHUKO-WHCTPYMEHTAIBHBIX M J1a00-
paTOPHBIX UCCIIEOBAHUI MAllMeHTOB ObUIM COOTHECEHBI
C JaHHBIMM MMMYHO(EPMEHTHOTO aHajn3a YPOBHS
MMP9 B cbIBOPOTKE KPOBU.

WccnenoBanue TpoBOAMIN C COOJIIOJEHUEM BCEX
9TUYECKUX HOpM, usnoxkeHHbIX B WAME (The World
Association of Medical Editors) u 0g00peHo JIOKaIbHBIM
STUYECKUM KOMHUTETOM POCTOBCKOTO TOCYIapCTBEHHOTO
MEIUILIMHCKOTO YHUBEPCUTETA.

CraTUCTHUYECKYI0 00pabOTKY MOJYYEHHBIX JaHHBIX
MPOBOAWIN ¢ TIpUMEHEHWEM MakeTa mporpamMMm Mic-
rosoft Office Excel 2003 u Statistica 12.0 for Windows.
CoOTBeTCTBUE pacmnpeeeHUsT 4aCTOT TeHOTUITOB paB-
HoBecuio Xapau—BaiinGepra (y?) onpeaesisiii 1o cTaH-
naptHbIM ¢dopmynaM [5]. JlocToBepHOCTh pasnuuuit
B pacrpee/ieHUH 4acToT aJljiejieil 1 TEHOTUIIOB MEXIy
rpynaMu G0JbHBIX U 3A0POBBIX JII] OLIEHUBAJIA B COOT-
BETCTBMM C KPUTEPUEM 2. ACCOLIMALIMIO OTPeIeIeHHbBIX
(akTOpOB  yCcTaHABIWMBAJKM, CpaBHUBas  BHIOOPKU
OOJIBHBIX M 3M0POBBIX WHIWBUAOB IO YAaCTOTE OIHOTO
MpuU3HaKa, ¢ MCHojb3oBaHueM kpurtepus y>. Cratu-
CTUYECKM 3HAYMMBIMU cUMTaIu pasiauaus mpu p<0,05.
Cuty acconyanuii OlleHUBaJIM B 3HAYEHUSIX TTOKA3aTest
oTHo1teHus 1maHcoB (OL).

Pesynbratbl

IMpoBenmeHHOe HaMM  UCClleOBaHWE  TIOKA3ao,
YTO cpean 00CcIeTOBaHHBIX HAMU OONBHBIX Y 24 (44,44%)
OTMeYasocCh JIeTKOe TeueHe OpOHXUATbHOM acTMBbI, y 14
(25,93%) — cpenHeTskenoe n'y 16 (29,63%) — Tsxenoe.
[Tpu 3TOM Ccpenu GOTBHBIX TIPE0OTaTATN JIUITA MYKCKOTO
nosna 42 (77,78%). BaxxHO OTMETHUTb, YTO aJUIEPTOJIOTH-
yecKuii aHaMHe3 ObuT oTsromieH y 38 (70,37%) obGcre-
JIOBAaHHBIX MALIMEHTOB: TI0 MaTePUHCKOM JIMHUU — y 18
(33,33%) 60bHBIX, IO OTHOBCKOW — y 8 (14,81%), a 110
obenM JIMHUSM poncta —y 12 (22,22%).

AHamTM3 aHaMHECTMYECKMX JaHHBIX YCTAaHOBWII,
YTO COMYTCTBYIOIIWE 3abojeBaHus umenn 96,29%
nereit. I[lpu srom Hambosee yacTo y 0OCIETOBaHHBIX
eTeld  PEerMCTPUPOBAICS  aJUIEPTUYECKUl  PUHUT
(92,59%), Torma Kak ajyIepru4ecKuii KOHBIOHKTHBUT
66T oTMedeH ToJbko y 2 (3,7%). Kpome Toro, ctont

OTMETHUTD, YTO, TTO TAHHBIM MTPOBEICHHOTO paHee Malu-
eHTaM aJlJIepPTOJIOTUIECKOTO 00cienoBaHus (ompeme-
nenust crenmdpuveckux IgE meromom ImmunoCap),
y 32 (59,26%) GOMbHBIX yCTAaHOBJIEHA CEHCUOWITU3AINS
K MUIIEBBIM ajuiepreHaM, y 34 (62,96%) — K OBITOBBIM,
y 20 (37,04%) — x snumepMaibHbIM, v 50 (92,59%) —
K nbutblieBbIM. [TonnBaieHTHas ceHCuOMIuM3alius Oblia
3apernucTpupoBaHa y 34 (62,96%) nmeteii, cTpagalomnx
OpOHXMAJIBHOM aCTMOIA.

WUccnenoBanue konHueHtpauuu MMP9 B cbiBo-
pPOTKe KpOBU TIOKa3ajo, 4YTO y JeTei, CTpagalonInx
OpOHXMAJIbHOM acTMOI, comepXaHWe ITaHHOro dQep-
MeHTa ObLIO 3HauuTe bHO Oonbmie (431,76 [306,15;
612,93] Hr/mMia), 4em y JeTeil KOHTPOJIBHON TPYITITHI
(276,05 [160,33; 397,02] ur/ma; p=0,015). Tlpu sTom
MaKcHMaJlbHasl KOHIEHTpalWs OblLTa 3aperucTprupoBaHa
y IeTell co cpemHeTssKeabIM TeueHueM (669,88 [517,37;
902,51] Hr/ma), Torma Kak ¢ Jerkum coctaBuia 472,08
[377,79; 825,29] ur/mi, a ¢ Tsxeasim — 206,89 [121,35;
362,91] Hr/mi (CM. PUCYHOK, a).

KoppeasimoHHBIN aHaIu3 TOoKa3ajdl HaJludhe CTa-
TUCTUYECKU 3HAUYMMOM KOPPEISALIMU MEXIY CTeTICHbBIO
TSDKECTU OPOHXMAIBHOM acTMBl U YPOBHEM KOHTPOJIS
Han 3aboneBaHueM (r=0,63). B To ke BpeMst MeXITy KOH-
neHtpaureit MMP9 u TskecTblo OpOHXMATBHON acTMbI
ycTaHoBJieHa oOpatHast Koppensuus (r=—0,53). BaxHo
OTMETHUTh, YTO Y TTALIMEHTOB ¢ HEKOHTPOJIUPYEMOI OPOH-
XMaJIbHOW acTMOI KoHIeHTpalus MMP9 B chiBopoTKe
KpoBu Obina Boite (517,37 [377,79; 902,51] Hr/mn), yem
y GOJIBHBIX, JOCTUTIINX YACTUIHOTO KOHTPOJIST Haf 3a00-
neBanuem (376,55 [135,87; 447,27] nur/ma; p=0,027,
CM. PUCYHOK, 0).

Cpennue ypoBHM obOuiero IgE B chiBopoTKe KpoBu
00C/IeIOBaHHBIX HaMM MalMEHTOB cocTaBwin 365,00
[142,40; 1131,00] ME/mn. BaxkHO OTMETUTD, YTO MEXILY
ypoBHeM obOuiero IgE u TsokecTbro TeyeHMSI OpOHXU-
aJTbHOM aCTMBI y JIeTeil CTaTUCTUYECKU 3HAYMMOM KOp-
pelsIiu He ycTaHOBJeHO. Kpome Toro, oTcyTcTBOBasia
CBSI3b MeXay KoHueHTpaiueir MMP9 u ypoBHsIMu
o6mrero IgE.

WUccnenosanne mnomumopdpusma 8202A>G  reHa
MMPY9 y obcnenoBaHHBIX HaMM TAlIMEHTOB YCTaHO-
BUj0, yto ayuenb G y jAeTeit, cTpagalolux OpOHXM-
aJTbHOM acTMOM, BcTpeuyaeTcsl HemMHoro 4vaiie (57,5%),
yeM aytenb A (42,5%). Tlpu aTOoM Kak cpeny OOJbHBIX
OpOHXMAJIbHON acTMO#, TaK M B KOHTPOJBHON TpyrIe
MpeobJ1aIaioT TeTePO3UTOTHBIE HOCUTENIN TAaHHOTO IO -
mopdHoro BapuaHTa reHa MMP9 (ta6a. 1). I1pu comno-
CTaBJICHUM YaCTOT TeHOTHUIIOB M ajlJiesieil B TPYIIIe IeTel,
CTpaaloIIUX OPOHXUATIBHOU aCTMOM, C TTOMYISIHIUOHHON
TPYNIOi CpaBHEHMSI CTATUCTUYECKM 3HAYMMBIX pa3-
JIMYUIA TaKKe HE BBISIBJIEHO.

WUccnenoBanue koHueHTpauuun MMPY9 y GonbHBIX
OpOHXMAJIBHOM acTMOI B 3aBUCUMOCTHM OT TEHOTHIIA
no monuMmoppusmy 8202A>G rena MMP9 noxkaszano,
YTO CTATMCTMUYECKW 3HAYMMBIX Pa3IMUMil cpeny M3yda-
€MBIX IPYTITT HE 3apeTUCTpUpoBaHo (TadI1. 2).
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Pucynox. Konnenrpanuss MMP9 B cbIBOPOTKE KPOBH 00JIbHBIX OPOHXMAIbHOI acTMO# (BA) B 3aBMCHMOCTH OT CTENEHH TSIKECTH (a)

¥ YPOBHS KOHTPOJIs1 HAZL 3a00ieBanneM (0).

Figer. The concentration of MMPY in serum, depending on the severity of bronchial asthma (a) and the level of disease control (6).

OpmHako aHaJIM3 aHAMHECTUYECKUX JaHHBIX MTOKa3all,
YTO Yy TeTEPO3UTOTHBIX HOCHUTEJeH MAHHOTO TOJIMMOp-
(m3mMa TOBBIIEH PUCK pPa3BUTUS  AJIEPTUYECKOTO
punuta (p=0,048). CTOUT OTMETUTb, YTO HUMEHHO
HocuTeu TeHoTumna AG 4Yallle BCero MMEIOT KIMHUYE-
CKUe TPOSIBICHUST SMUACPMAJIbHOM CeHCUOMIU3aun
(75%), Torma Kak TOMO3UTOTHI 1O aJJIeTI0 A OTHOCSTCS
K TpyIire 00JbHBIX ¢ MUHUMAJIbHBIM PUCKOM Pa3BUTHSI
aJUTIepTUYECKO peakuy Ha BSMuAepMabHbIe ajiep-
reHoB (p=0,024). Kpome TOro, ycTaHOBJIEHO, YTO Cpeau
OOJIbHBIX, WMEIONINX TTOJMBAJICHTHYIO CEHCUOWIM-
3a1uio, MpeodIamalT TeTepO3UTOTHbIE HOCUTEN JTaH-
HOTo nojuMopdHoro Jokyca (p=0,046). UMeHHO y 3TUX
JIleTeil OCHOBHBIM TPUTTEPOM pa3BUTHUS 3a00JIeBaHUS
SIBJISITTUCH TIBUTBIIEBBIe ajutepreHbl (53,85%). Ipu atom,
K COXaJIeHWIO, CPeAM TEeTEPO3UTOT IO MOJTUMOPGHUIMY
8202A>G rena MMP9 6onee noiaoBuHb aeteit (57,14%)
He JOCTUTJIM KOHTpOJISI Hanm 3abojieBaHWEM Ha (oHe
Tepanuu Ga3WCHBIMU TIPOTHUBOBOCTIAIMTEILHBIMU TIpe-
rapaTamu.

0OO6cyxaeHue

IMonyyeHHBIe HaMM  pe3yJbTaThl  MCCIIEIOBAHUS
MoKasaju, 4YTo M0 CPaBHEHUIO C KOHTPOJbHON TpynIoin
y OOJIbHBIX OPOHXMAJTbHOW acTMOI OTMEYaeTcsl 3Ha4u-
TeJbHOE MOoBbIlIEHUE YypoBHSI MMP9; aT0 cBUIETENbCT-
BYeT O BaXXHOI poJiM aucOanaHca JaHHOTO JerpaaaThB-
Horo pepMeHTa B ITaToreHe3e 3a0oeBaHMsI. MBI MOXeM
MPETOI0XUTh, YTO y MAIMEHTOB C BHICOKMM COJEpXKa-
HueM MMP9 B cbIBOPOTKE KPOBHU MPOLIECCHI OPOHXUATb-
Horo (ubporeHe3a mpeobagalOT Haa alJIepruyecKuM
BOCTIAJICHUEM, a CJIeI0BaTeJIbHO, MOTYT CITOCOOCTBOBATh
peMoJeTMPOBaHNI0 OPOHXOJIETOYHOM CUCTeMBbI. AHAJIO-
rUYHbIe pe3yabraTthl OblIn ToaydeHbl E.C. KynukoBbiM
n coanT. (2013), yCTaHOBUBIIMMM, UYTO TPU TSDKEIOMH
acTMe OTMedYaeTcs TMOBbIIeHue 3Kcrpeccuun MMP9

W CHUXEHUE YPOBHSI TKAHEBOTO WHTMOWTOpA METaslo-
nporenHas-1 (TIMP-1) [5]. [Ipu 3Tom ObLIO TTOKa3aHO,
yTto HHU3Koe cooTHouieHne MMP9/TIMP-1 HaGa0-
nmaeTcsl y OONBHBIX C TepareBTUICCKON Pe3UCTEHTHO-
ctoio. [To croBamM aBTOPOB, «peMoOmeTMPOBaHNUE OpOHXa
MPU TSXKEJIOM OPOHXMATBHONW acTME MOXHO paccMaTpH-
BaTh HE TOJIBKO KaK CTaTMYECKUII KOMIIOHEHT, (hOpMU-
pyIOILIUI OPOHXUABHYIO OOCTPYKIIMIO, HO M KaK KOM-
MOHEHT, YYacTBYIOIIMI B BOCHAJIUTELHOM KacKaje,
CMOCOOCTBYIOIIMI TTEPCUCTEHILIMU BOCTIAJIEHUsI» [5].
OpHako, MO JaHHBIM HaIIWUX WCCIeTOBAaHUWN, KOH-
neHtpauusi MMP9 y GOnbHBIX C TSKEIbIM TeYeHUEM
3a00JieBaHUS 3HAYUTENBHO HITKE, YeM TIpU CpPEeIHEeTSI-
xenoii hopme. Bo3MOXHO, 3TO CBSI3aHO € TEM, YTO MPO-
IIECChl PEOpPraHM3allMy TKaHEW y MalMeHTOB C 0OoJjee
TSDKEJTBIM TeUEHWEM YAaCTHMYHO 3aBEepIICHBI, a ClenoBa-
TeJbHO, CHMXXEeHUE KoHleHTpauuu MMP9 moxer ObITh
MPOTHOCTUYECKN HEOJArONMPUATHBIM (PaKTOPOM U TIpe-
IUKTOPOM PE3UCTEHTHOCTH K TIPOBOAMMON Teparnuu
B TOM YMCJIe DIIOKOKOPTUKOCTepouaamu. Jlokaszaresb-
CTBOM TOMY CJIYKHT TO, YTO y OOJBHBIX OpOHXMATbHOM
aCTMOU C HEKOHTPOJMPYEMbIM TEUYEHHMEM 3a00JIeBaHUS
MOJIy9eHHbIE YPOBHM TAHHOTO (epMeHTa HIKE, 4YeM
y TalMeHTOB, TOCTUTIINX KOHTPOJIsI. B pabotax Hammx
3apyOeKHBIX KOJIJIET TTOKa3aHO, YTO Y KYPUJIBIIUKOB,
OGOJIBHBIX OPOHXMAIBHOW acTMOI, CHUKEHHME KOHIIeH-
Tparun MMP9 B MOKpoOTe COIpOBOXIAETCS YMEHbIIIe-
HUEeM o0beMa (hOPCUPOBAHHOIO BbIOXA 32 1-10 CEKYHAY
(O®B)) n coornomenns OPB,/popcrpoBaHHO XU3-
HEHHOW €MKOCTM M TUIOIIaAN MPOCBETa CerMeHTapHBIX
IbIXaTeJbHBIX myTeit [6]. Kpowme Toro, ycTaHOBIIEHa acco-
Manus HU3Koi akTUBHOCTU B MOKpote MM P9/ TIMP-1
C TMepCUCTUpYIOLIell OOCTPYKIIMEH BO3AYIIHOTO MOTOKA
M YMEHBLIEHUEM IUIOLIAAM IIPOCBETA JbIXaTEJIbHBIX
MyTei, 3aperMCTPUPOBAHHOTO IO JTAHHBIM KOMIThIO-
TepHOUl ToMorpadpuu [7—9]. DTo elie pa3 MoKa3bIBaET,
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Tab6auya 1. YacToTa reHOTUNOB M ajuieeii mo noumopgusmy 8202A>G rena MM P9 cpeau 60IbHBIX ¢ OPOHXMAILHON aCTMOA
Table 1. Frequency of occurrence of genotypes and alleles by polymorphism 8202A> G of the MM P9 gene among patients with

bronchial asthma

Boubnbie Ipynna xonTpost 2 (0)11
lenorun/annenn X p
n=54 n=56 3HAYeHHE 95% 1N
Annens A 0,425 0,508 0,72 0,35—1,47
0,83 0,36

Annens G 0,575 0,492 1,40 0,68—2,87
Tenorunm A/A 0,200 0,230 0,84 0,24-2,92
Tenorun A/G 0,450 0,557 1,53 0,47 0,65 0,24—-1,79
Tenorun G/G 0,350 0,213 1,99 0,66—6,00
PXB (;7) 0,13 0,81

Ilpumeuanue. OLLl — orHoweHue maHcoB; IV — nosepurenbHblil nHTepBas; PXB — paBHoBecue Xapau—BaitHOepra.

Tabauya 2. Konnenrpamus MMP9 B cbIBOpoTKE KPOBH Y 0OJIbHBIX OPOHXHAIBHOI ACTMOIi, HMEIOIIMX PA3Hble T€HOTHIIBI TI0 TOJIH-

mopdusmy 8202A>G rena MMP9

Table 2. The concentration of MMP9 in serum in patients with AD having different genotypes for the polymorphism 8202A>G

of the MMP9 gene
T'eHoTHn Konnentpamus MMP9, ur/ma P
A/A 517,37 [447,27; 669,88] P, ,=0,858
A/G 472,08 [396,40; 825,29] P, ,=0,389
G/G 791,17 [436,42; 1087,90] p, ;=0,301

llpumenanue. p, , 3HAYMMOCTb paznmuuuii Mexay renotunamu A/A u A/G; p, , 3HaunMocThb pasiuunii mexny A/A n G/G; p, , 3HaUMMOCTb

paznuuuii mexay A/G u G/G.

yrto nucbasanc MMP9 cnocoOCcTByeT CTPYKTYpHBIM
U3MECHEHUSIM JIBIXaTeTbHBIX TYTel Y OOJNIbHBIX OpOHXU-
aJIbHOM acTMOM.

Takum 00pa3om, yCTAHOBJIEHO, YTO KOHIIEHTpaLIMsI
MMP9 B chIBOpOoTKE KpPOBHU Yy OOJIBHBIX OpPOHXMATBHOM
acTMOM, a TakXKe OCOOEHHOCTM HacjelOBaHUsl JaH-
HOTO (epMeHTa, OKa3bIBAIOT 3HAYUTETHHOE BIUSHUE
Ha MeXaHU3MBI pa3BUTHUS 3aboseBaHus. [lpuHMMast
BO BHUMaHue, yto MMP9 yuacTByeT B aerpagaiuuu 3Kc-
TPaIeJUTIONIIPHOTO MaTPUKCa, CITOCOOCTBYS TEM CaMBbIM
pPEMONIETMPOBAHUIO MBIXaTEbHBIX MyTei, MOXHO TIpe/i-
MOJIOXHUTh, UYTO UcciaenoBaHue ypoBHss MMP9 B cbiBo-
pPOTKE KPOBHU OOJBHBIX TMO3BOJIUT HE TOJBKO BBISIBUTH
XPOHU3AIMIO TIporiecca, HO W TIPOM3BECTH HEWHBaA-
3UBHBIN MOHUTOPUHT (hUOPO3UPOBAHUS JIETOUHON TKAaHU
TIpU OPOHXUATBHOU acTMe Y AeTelt TS BBISIBIICHUSI TTAIIN-
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Kinnuko-1adoparopHas ouneHka 3¢ (eKTHBHOCTH THIIOOCMOJISIPHOTO PACTBOPA
JUIS1 IEPOPAJIbHOM PeruapaTAlMy NPH KMINEeYHbIX MHGeKnusaxX y aetei

O.I. Kumupuanosa, I'.A. Xapuenxo

®re0Y BO «AcTpaxaHCKuii rocyAapCTBEHHbI MEAMLIMHCKUIA YyHUBepcuTeT» Munagpasa Poccumn, ActpaxaHb, Poccus

Clinical and laboratory efficacy of hypoosmolar solution for oral rehydration in children
with intestinal infections

0.G. Kimirilova, G.A. Kharchenko

Astrakhan State Medical University, Astrakhan, Russia

3abosieBaeMoCTh OCTPbIMH KuIIeuHbIMU uH(pekuusivu B Poccuiickoii @enepanuun ocraercs Boicokoii. Knmnnyeckne nposiiieHust
OKTPBIX KHIIEYHBIX MH(EKINii y ieTeil pa3BUBAOTCS ObICTPO. TsKecTh M MCX0/1 00J1€3HH B 3HAYNTEJIHHOI Mepe OnpenesioTC CHH-
JIPOMOM 00€3BOKHUBAHMS.

B crarbe mpuBeneHbI Pe3yabTaThl OlEHKH 3(EeKTHBHOCTH NMEPOPAJIbHON pPeruapaTamuy B 2 rpynmax jJeteid, OOJbHBIX OCTPOii
KumeyHoi uagexueii, B Bo3pacre ot 3 Mec 10 7 JieT, NOJyYaBIINX TUIIO0CMOJISIPHBIN TIII0K030-C0eBoi# pacTBop «[acTposmt ¢ 3ke-
TpakToM pomMamku» (n=215) wm «Peruapon» (n=188) B KOMIJIEKCHOIi Tepanny KUIIEYHbIX WH(EKIMII ¢ CHHAPOMOM 00€3BOXKM-
Banus |11 crenenn. Ipynmsi ObLTH COMOCTABHMBI 1O NOJY, BO3PACTY, KIMHIYECKUM MPOSABJIEHUSAM 00JI€3HH.

YcTaHOBJIEHO, YTO MCIOJIb30BaHHE PAcTBOPa «[ACTPOIUT ¢ 3KCTPAKTOM POMAMIKH» NMPH BbINAWBAHMHU JIeTeil C OCTPOM KHIIEYHOM
uH(peKumei ycTpaHseT BOAHO-3JIEKTPOJUTHbIE HAPYLIEHHS, KYMHpYeT MeTa00JMYecKuil auuao3, OKa3biBaeT NMPOTHBOBOCHAJIM-
TeJbHOE, CNIA3MOJIMTHYECKOE IeiiCTBHE HA KHIIEYHHK M KYNHPYeT CUMITOMBI 00€3BOXKUBAHUS ObIcTpee, 4eM pacTBop «Pernapon».

Karoueswte caosa: demu, ocmpoie Kuuieunvle uHgekyuu, decuopamayus, revenue, «lacmporum», « Pecudpon».

Ansa untnposanns: Kumvpunosa O.I., XapyeHko I A. KnuHuko-naboparopHas 3¢ GekTMBHOCTL rMnooCMOJISPHOro pacTsopa AJisi nepopalis-
HOWV peruaparaumy rnpy KULWeYHbIX nHpekumsx y geteii. Poc BecTtH nepuHaron un negmatp 2020, 65:(2): 55-61. DOI: 10.21508/1027-4065-
2020-65-2-55-61

There is a high incidence of acute intestinal infections in the Russian Federation. Children rapidly develop clinical manifestations
of acute intestinal infections. The severity and outcome of the disease are largely determined by the dehydration syndrome.

The article presents the results of the effectiveness of oral rehydration in 2 groups of children with acute intestinal infection from
3 months to 7 years old, treated with hypoosmolar glucose-saline solution “Gastrolit with chamomile extract” (n=215) or “Rehy-
dron” (n=188) in the complex treatment of intestinal infections with the dehydration syndrome of I or II degree. The groups were
comparable by sex, age, clinical manifestations of the disease.

It was found that “Gastrolit with chamomile extract” eliminates water-electrolyte disorders, relieves metabolic acidosis and has
anti-inflammatory, antiseptic and antispasmodic effect on the intestine and relieves symptoms of dehydration faster than “Rehydron”
in children with acute intestinal infection.

Key words: children, acute intestinal infections, dehydration, treatment, Gastrolit, Rehydron.

For citation: Kimirilova O.G., Kharchenko G.A. Clinical and laboratory efficacy of hypoosmolar solution for oral rehydration in children with intes-
tinal infections. Ros Vestn Perinatol i Pediatr 2020; 65:(2): 55-61 (in Russ). DOI: 10.21508/1027-4065-2020-65-2-55-61

KnuHuyeckass ~ KapTMHa  OCTPOM  KMIIEYHOM
UHGEKIUU  CKJIaAbIBaeTCsl U3 CUMIITOMOB ToOpa-
JKEHMST Pa3IMYHBIX OTJAEJIIOB KeJyJT0YHO-KUIIIEYHOTO

OCTDHC KUIIEYHble WHMEKIIMA 3aHUMAalOT BTOPOE
MECTO B CTPYKType WHMEKIIMOHHBIX OO0JIe3HeH
y gereil. 3a00JieBa€MOCTb OCTPBIMU  KMIIIEYHBIMU

nHbexuusiMu B Poccuiickoit Penepanym gocturaet 546
Ha 100 TbIC. HaceneHwus, a B psiie Tepputopuii Poccun —
oosnee 2000 Ha 100 ThIc. HaceneHust [1, 2]. B Actpa-
XaHCKOUM 00J1acTh CpemHsisT 3a00J1eBaeMOCTh OCTPBHIMU
KUIIEYHbIMU UHOEKUUsIMU Y JAeTeit mwiadiie 14 et
B ITOCJIEHUE TOABI cocTaBistia 2667+277,3 na 100 ThIC.,
a B Bo3pacTe muazire 6 jer — 2643+138,5 na 100 ThIC.
JIeTet 3TUX BO3PACTHBIX TPYIIII.

© Kumupunosa O.I%, XapuyeHnko TA., 2020

Anpec ans koppecnonaenuun: Krmupuiosa Osbra [eHHaabeBHA — K.M.H., JOIL.
kadenpsl IeTcKuX MHGEKLNT ACTpaxaHCKOTO TOCYIapCTBEHHOTO MEAWIIMH-
ckoro ynusepcurera, ORCID: 0000-0003-4066-2431

e-mail: Olgakim@mail.ru

XapueHko [eHHanmit AnapeeBud — I.M.H., 1pod., 3aB. Kadeapoir IeTCKUX
MHGEKIN ACTPaXaHCKOTO TOCYIapCTBEHHOTO MEIUIIMHCKOTO YHUBEPCUTETA,
ORCID: 0000-0001-7764-0995,

414000 ActpaxaHb, yi. bakunckas, 1. 121

TpakTa (TacTpWT, DHTEPUT, TAaCTPOIHTEPUT, IHTEPO-
KOJIUT, KOJUT), TIPU3HAKOB OOIIeil WHTOKCUKALIWU,
CBOMCTBEHHBIX OCTpOoMYy WHGEKIIMOHHOMY 3aboie-
BaHUIO, U pa3BuUBalollerocsi ode3BoxuBaHusi. OcTpbie
KUIIIeYHble MHMEKIUU WUMEIOT LIUKINYEeCKOe TeueHUe
W pa3InyvaroTcs IO CTerneHM TskecTu. Kpurepusmu
TSKECTH CIyXaT BBIPaXKeHHOCTh WHTOKCUKAIIUU, CTe-
MeHb 00€3BOXMBAHMS, BEJIMUMHA apTepUaTbHOTO JaB-
JIeHUsI, TyJbC, YacoTa CTyja, U3MEHEeHUsT Tiepudepu-
YeCKOW KPOBU (JIEWKOILIMTO3, MaJOYKOSIEPHBIN CABUT
JiefikouuTapHoit opmynl) [3, 4].

B cBS3M ¢ MOMMATHONOTMYHOCTBIO IUAPEHOTO CHH-
JIpoMa, TPYIHOCTIMHU WIECHTH(UKALIMU BO30yIuUTeeit
W HEIOCTaTOYHON 3((HEKTUBHOCTHIO 3TUOTPOITHOM
Teparnuu 0coboe 3HaueHue MproOpeTaeT MmaToreHeTnye-
CKOe JIe4YeHUe OCTPON KUIIEUHOM WHMEKIWU, HaIpaB-
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JICHHOE Ha NMPOo(UIaKTUKY WIM JMKBUIAIINIO 00E3BOXM-
BaHU4 |3, 6].

BaxxHbIM nocTHXeHMEM B 00pbOE C OCTPBIMU IUapeii-
HBIMU 3200JIEBAaHUSIMU SIBJISIETCSI CO3aHUE YITPOIIEHHOM
CXEeMBbl JIEUeHUSI, TIO3BOJISIIOIIECH MTOCTUTaTh OBICTPOTO
MOJIOKUTEIbHOTO 3ddeKTa Mo JUKBUAALNNA 00E3BOXM-
BaHMSI OpraHU3Ma MyTeM BbITTauBaHUs (TIEpBUYHAST PETU-
nIpatalvsl U moaaepxkuBaoiias tepanust). K npenmyiie-
CTBaM MEPOpPabHOTO BBEACHUS PACTBOPOB OTHOCSTCS
BO3MOKHOCTh €TI0 OCYIIECTBJEHUS B JIOOBIX YCIOBUSIX
(Ha oMy, TIpU TPAHCTIOPTUPOBKE OOJBHOTO B CTallv-
OHap, B TOJIEBBIX YCJIIOBUSIX), OTCYTCTBUE OCJOXHEHUIA
U BO3MOXHOCTM TIapEHTEPaTbHOTO 3apaxKeHUSsI PsIOM
WHGpEKUUH Mpu BHYTPMBEHHOM BBEACHUU pPacTBOPOB
[7-9].

IMokazaHusIMM K TIEpOpaJIbHON peruapaTaliiu CyKar
OCTpbIe KHIIIEUYHbIe WH(EKINU, COMPOBOXIAIOIIAECS
BOJSIHUCTBIM CTYJIOM, KOMIIEHCUPOBAaHHBIM WJIA CYO-
KOMIIEHCUPOBAaHHBIM 00€3BOXMBaHUEM (JeTUapaTaliMs
I-I1 crenenn). Ilpu BbIMaMBaHUU MCIIOJB3YIOT TJIIO-
KO30-COJIEBbIE PACTBOPbI, OJIU3KHUE MO CBOEMY COCTaBY
K TIJIa3Me KPOBM, CITOCOOCTBYOIIME BCACBIBAHUIO HATPUSI
U KaJMsl 4epe3 CIM3UCTYI0 O0O0JIOUKY TOHKOW KHIIKU
1 BOCCTaHOBJIEHUIO 3JIEKTPOJUTHOTO OanaHca [10—12].

B Hacrosiiiee BpeMsi Uil TiepopajibHOM perujapa-
TalMU y JETeil UCTIONb3YIOTCSI paCTBOPHI CO CHUXKEHHOM
ocMoJisipHOoCcThiO  (220—245 wMOcwm/n;  «lactponuts,
«Humana anexrponut», «Perumpon buo», «[umpoBut»
U JIp.), KOTOPbIE CITOCOOCTBYIOT YIYUIIIEHUIO BCAChIBAHUSI
BOJIbI M 3JIEKTPOJUTOB, OBICTPOMY BOCCTaHOBJIEHUIO
3JIEKTPOJIUTHOTO OajaHca, CHUXAIT PUCK pPa3BUTUS
ruriepHaTpUeMMnu, 00JagaloT MPOOMOTUYECKON aKTHB-
HocTthlo [13]. Tlpu BeIOOpE pacTBOpa ISl TIEpOPaTbHOM
peruaparaiiy HeoOXOAMMO YYUTHIBATh OTrpaHUYEHUS
1Mo UX MUCToNb30BaHMIO y aeteit. Tak, «Pernnpon buo»,
«XyMaHa 3JIEKTPOJIUT CO BKYCOM OaHaHa» HE PEKOMEH-
JyeTcsl TIPUMEHSITh Y AeTeil Maaiie 3 JieT; ¢ poXIeHUs
MOXHO TIPUMEHSTh «XyMaHa 3JIEKTPOJIUT ¢ (heHXeIeM»,
«buolasg OPC», «[umposBur», «[acTpoanT ¢ 3KTpakTOM
poMartuku» [14].

Ilenar wuccaenoBaHus: yCTaHOBUTH KJIMHUKO-Jabopa-
TOpHYIO 3¢ (MEKTUBHOCTh TEePOPATbHON peruaparaiuu
y fAeTeit, O0JIbHBIX OCTPOI KUIIEUYHON MH(bEKIIMEeH ¢ CUH-
npoMoM ob6e3BoxkuBaHust I—II cremeHu, pacrtBopamu
«JacTpoJIUT ¢ AIKCTPAKTOM pOMAILIKU» U «Peruapon».

XapaktepucTtuka aeter u MeToAbl UCCeaoBaHNS

HccnenoBanne  mpoBoawyioch B 2 Tpymmax
(I-a rpynma — OCHOBHasl, 2-s1 TpyIla — CpaBHEHUSsI)
OOJILHBIX CO CpEeAHEeTSIKeJIbIMM  (opMamMu  OCTpOI
kuieyHol nHbekuuu ¢ aeruapatauueit I u Il crenenn,
neyuBiuxcst B 'bY3 «Ob6nactHas nHGbeKIIMOHHAs KITr-
Huveckas OombHMIIAa UM. A.M. Huuorn» r. ActpaxaHu.
Bo3spacr neteit — ot 3 Mec 1o 7 net. Pactipenenenue mamnm-
€HTOB Ha TPYIMbI MPOBOAUIOCH CIyJYailHBIM 00pa3oM.
Ipynmbl GOABHBIX OBLIM COMOCTaBUMBI IIJISI CTAaTUCTH-
Yyeckoll 00pabOTKM MO OCHOBHBIM XapaKTepUCTUKAM:

OPUINHAJIbHBIE CTATbU

TIOJTy, BO3PACTY, TSKECTU 3a00JIeBaHUS (CPEeTHETSDKETbIE
¢dopmbl), TUIY nuapeu, pemopounHomy dony. M3 403
OOJIHBIX, BOIIECAIINX B HCCIEIOBAaHWE, B OCHOBHYIO
rpymry BkimrodeHBl 215 (53,3%) meteit (B TOM uwmcie
B Bo3pacte no 1 roma 110 (51%); 2—3 roma — 70 (33%);
4—7 et — 35 (16%) ot o611IeTO YMCITa OOJTHLHBIX OCHOBHOM
TPYIIIBI), a B Tpymmy cpaBHeHus — 188 (46,7%) mereit
(B TOM 4mcIie B Bo3pacte 10 1 roma 95 (50%); 2—3 roga —
65 (35%); 4—7 et — 28 (15%) ot 0611IeTO YKCITa OONTBHBIX
rpynrbl cpaBHeHMs1). Jderuapartauust | cteneHu uMenach
y 163 (76%) manieHTOB OCHOBHOI Tpynmisl U 149 (79%)
B TpyIIie cpaBHeHUs, aeruapatauus I crerreHn — cooT-
BeTCTBeHHO ¥ 52 (24%) n'y 39 (21%) oT uncia OONBHBIX
9TUX Tpymmn. BellTaBaHWe AeTeli OCHOBHOWM TPYITIBI
MPOBOIMJIOCH PacTBOPOM «[acTposUT ¢ 3KCTpaKTOM
POMAIIIKW», B TPYIIIIe CpaBHEHUST — «Pernmpon».

«[acTpoUT ¢ BKCTPaKTOM POMAIIKW» CONEPXKUT
HaTtpust xjopuna 1,75 1, Kanus xmopuna 1,5 1, HaTpus
ruapokapboHara 2,5 T, mIOKo3bl 14,5 T, 3KCTpakTa
poMamiku JiekapctBeHHOH 0,5T. OcMolsIpHOCTH pac-
TBopa 240 mMonb/n. [IpuMensiercst y aeteit ¢ Bo3pacTa
1 Mec ISt KyMUpOBaHMS JAETUApPATALINN WIM TIPEeIyTpe-
KIEHUS ee pa3BUTHUS TTPU KUIIEUHBIX MH(MEKIINSX.

OcCMOJSIPHOCTD «Peruapona» COCTaBJISIET
282 wmOcMm/n, a TpUTOTOBJIEHHOTO pacTBopa —
260 MOcwm/1, oH mmeer pH 8,2 (mmemouHoit pacTtBop),
YTO MEHbIIIe OCMOJISIPHOCTH «KJIACCHUECKUX» TIEPO-
palibHBIX peruapatalMoHHbBIX cojieir (311 mOcm/m)
U COTIOCTABUMO C OCMOJISIPHOCTBIO TIEPOPATBbHBIX PETh-
paTallMOHHbIX cojeit (245 wMOcwm/n), peKoMeHy-
embix BO3.

BasucHasg Tepanus NpHM TMOCTYIJICHUM OOJBHOTO
B CTaIlMOHAp BKITIOYAJIa JAMETY C YMEHBIIEHNEM o0beMa
maim Ha 30%, ¢ TOCTeNeHHBIM BOCCTAHOBJIECHUEM
ob0bemMa TmuTaHus Ha 4—5-f IeHb, (PepMEeHTOTEeparuio,
KapOTMOHWXKAOIINE, TTPOTUBOPBOTHBIE CPEICTBA, CITa3-
MOJIUTUKU, DHTEPOCOPOEHTHI (MO MOKa3aHUsIM). AHTH-
OakTepuaJbHbIe TIpernaparThl Ha3HaYajdu TIpU WHBa-
3UBHOM THIe nuapeu. [Ipu nmapee «OCMOTHUYECKOTO»
TUIIa TIPOBOWJIM TOJIbKO 0a3ucHyw Teparnuio. Heobxo-
IUMBI 00beM JKUAKOCTH Ul TIEPBOTO M BTOPOTO 3Tara
peruapatalvu y OOJbHBIX 1-# W 2-if TPYNI pacCUMThI-
BaJli B COOTBETCTBUU C WHCTPYKIIMEH TTPOM3BOAUTES
pacTBopoB «lacTpoiauT» n «Perunapon».

BceMm 601bHBIM MTPOBOAMIIN OOIIEKIMHUYECKUE U OMO-
XAUMHWUYECKUE WCCIeNOBaHUSI B COOTBETCTBUU CO CTaH-
JapTaMy OKa3aHWs TOMOIIU JIETSIM C OCTPOM KUIIEUHOMI
nHpexmei. s ycTaHOBJIEHUST 3TUOJIOTMUECKOTO (hak-
TOpa OCTPOI KUIIIEUHOM MH(PEKILIMK UCITOIh30BaTUCh OaK-
TEPUOJIOTUUECKUI METO, OTIpEIeTICHIE aHTUTeHA POTaBH-
pyca B Kajie METOIOM peakIIMW JIaTeKC-arTTIOTHHAIINH,
WCCIIEIOBaHNE Kajla METONOM TIOJIMMEPa3HOW IIETTHOM
peakiuu (ITLP), cepomornueckuii Meron (peakiius mac-
CHUBHOI TeMarrioTHHAIIMN) ¢ AU3CHTEPUMHBIM U Callb-
MOHEJUIE3HBIM ~ JMAarHOCTUKYMaMH.  DTUOJOTHYecKast
MpuYrHa 3abojeBaHusT yctaHoBlaeHa y 175 (43%) w3 403
neTeii. B aTnomornyeckoil CTpyKType YTOYHEHHBIX OCTPBIX
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KUILIeYHbIX MH(EKIINI BUPYCHBIE aruapeu coctapiisia 113
(65%), B TOM umciie potaBupycHbie 98 (56%), BbI3BaHHbBIE
BupycoM Hopdonk 15 (9%), mmrennamu — 8 (4%), caib-
MoHesamMu — 5 (3%), smepuxusaymu — 3 (2%), yCIOBHO-
TaToreHHbIMKM OakTepusiMu — 46 (26%). onst ocTpbix
KUIIEUHBIX MHGEKITNI HEyTOUHEHHOM 3TUOJIOTHH COCTaB-
qstma 57% (228).

HccnenoBanue Kaja it U3ydeHUsI MUKPOOHOTO Meii-
3aka TIPOBEICHO O0AKTEPUOJIOTUICCKUM METOIOM y 35
(16%) 6ompHbIX 1-if Tpynmer u'y 30 (16%) 2-if TpyIIITEL.
VY 65 (30%) n 54 (28%) GOABHBIX ITUX TPYMI COOTBET-
CTBEHHO MCCJIEIOBAJIA COJEpXKAHUE YIJIEBONOB B Kaje
(npoba benenukra) u pH kama (1o Hawyana jedyeHuUst
U TIOCJIe €TO OKOHYAHMUS) C IEJTbIO BBISIBICHUS JTAKTa3HOM
HEIOCTATOYHOCTU. B HOpMe yriaeBombl B Kaje OTCYT-
CTBYIOT; MCKJIOYEHWE COCTaBIISIOT JETH TEPBOrO Toaa
KU3HMU, Y KOTOPBIX HAJMYME YIJIEBOIOB B KOJUYECTBE
no 0,25 Mr cuurtaercs HopMaabHbIM. B HOopme pH kana
cocrapnsieT 5,5 u Bbime. [Ipu nakTasHoi HemocTaToy-
Hocti pH Kama cHmXaeTcsl, a colIepKaHue YIJIEBOAOB
yBeJmauBaeTcd [15].

CreneHb AeruapaTaliy OLIEHUBAIN C UCTTOb30BaHUEM
kimHr4eckoi mKasbl geruaparauuu CDS (Clinical Dehyd-
ration Scale): 0 6ayioB — meruaparaiysi OTCyTCTBYET, OT |
110 4 0ayIoB — JIerKasl AeTuApaTaums, S—8 0atoB — JeTh-
JpaTalys CpeaHen 1 TSKEI0M CTeNeHM.

IMoaTBepkaeHNEM aUarHo3a 6aKTepHalbHBIX OCTPBIX
KUIIEYHbIX MHMEKLUWA  CAYXKWIM  TOJOXKUTEIbHBIC
pe3yJIbTaThl 0aKTEPHOTOTMUECKOTO MCCIICIOBAaHUSI Kaja.
Ipn oTpuIATENBHBIX MaHHBIX OAKTEPHOJIOTUIECKOTO
HCClieIOBaHUST Bepu(UKALIUST BO30OYIUTENS] OCHOBBIBA-
JIach Ha TTOJIOKUTENIbHBIX pe3yiabrartax [11[P konmpodunb-
TpaTa — CKPUHMHT OaKTepUaJbHBIX U BUPYCHBIX BO30Y-
JIATEJIe OCTPBIX KUIIEYHBIX MHMEKIINHT B KaJie; peaKInu
MaCCUBHOW TeMarriiOTUHAIIMA — ONpEeHeNIeHUsT CITel-
(bmyecKkrx aHTUTEN B TAPHBIX CBIBOPOTKAX KPOBU.

IMoaTBepkaeHNEM AMarHo3a BUPYCHBIX AUapeit Ciy-
KUY TTOJIOKUTENIbHBIE PE3yJIbTAaThl ONpeIeICHUS] aHTH-
reHoB potaBupycoB B Kayse u [P xompodunsrpara.
IMoaTBepkaeHNEM IHMarHO3a KUWIIEYHBIX WH(MEKIINH,
BBI3BAHHBIX YCJIIOBHO-TIATOTEHHBIMKM OaKTepUSIMU, CITy-
KUJI0 OOHapyXKeHHWe UX B KoHmeHTparuu 106 B 1 T Kaja
u GoJiee TIPU OTPHUIATENbHBIX pe3ybraTax 0aKTeproJio-
TMYECKOTO M CEPOJIOTMUECKOTO MCCIIEOBaHUI Ha TTaTo-
TeHHYI0O TPYIIIY BO30yIUTENeld OCTPBIX KHUIIECYHBIX
nHbexuit. B nccrenoBaHre He BKIIIOYAIW MAlMEHTOB
¢ MUKCT-UHDeKIeir (BUPYCHO-BUPYCHOM, BHUPYCHO-
OakTepuaabHOI, 6aKTepualbHO-0aKTeprUalbHOI).

Imuueckas sxcnepmusa. 3aKIOYEHUE STUYECKOTO
KOMUTETa Ha TIPOBeIeHWE MCCIEAOBaHUS He 3arpalim-
BaJIOCh.

CraTUCTMYECKUIA  aHaJdu3  JaHHBIX  MPOBOIMIU
C WCTIOJIb30BaHWEM TaKeTa CTaTUCTMYECKUX MPOrpaMM
Statistica 6.0 (Stat.Soft Inc., CIIA). KonmndecTBeHHBIC
MOKa3aTes v MPeACTaBICHbBI B BUAE CPEIHETO apuPMeT-
YeCcKOro 3HayeHus + cTaHAapTHOe oTkJIoHeHue. Cpas-
HeHUe KOJMYEeCTBEHHBIX MOKa3zaTeJiell B JABYX TPYITITax

WUCCIIeIOBaHUS BBITIOJTHEHO ¢ TIPUMEHEHUEM JUCIIePCH-
onHoro aHaiin3a ANOVA, KauecTBeHHbIX IMoKa3aTeaeit —
C TMOMOIIBIO KpUTepusi y-kBaapar. Pazauuusi cuurtanu
CTaTUCTUYECKU 3HaUMMbIMU T1pu p<0,05.

Pe3y11bTaTbl unccneposaHua

VY 161 (40%) pebOeHKa BBISIBJIEH OTSTOIICHHBIN TIpe-
MOpPOUIHBIN (poH (TUMOTpO(dUsI, paxuT, MepuHaTajbHas
SHIedamonaTus, HaIMYhe KUIIEYHON  WHOEeKIun
wim yacteix OPBU B anamuese). M3 205 nereit B Bo3-
pacte mo 1 roma, 19 (9%) Haxomuiauch Ha rpyaHoM, 71
(35%) na cmermranHoM m 115 (56%) Ha MCKYCCTBEHHOM
BcKapMImBaHuM. Hauano 3a6ojieBaHUST ¢ 4aCTOTO BOJSI-
HUCTOTO CTysna oTMevanoch y 328 (81%) mereit. Y 75
(18%) marmeHTOB WCTpaXHEHUsI OBUIM KamIuiieoopas-
HBIMU C TIATOJIOTUYECKUMU TTPUMECIMU: CIU3b, 3eJIeHb,
penKo TpOXUIKUM KpoBu. PBora mmena mecto y 301
(74%) 6onbHOTO, TIpUueM y 223 (74%) n3 301 O6bL1a MHO-
TOKpaTHO#, oOuiabHOM. KiimHWYeckass cuMIITOMaTHKa
KUIIeYHO! MHbeKuun y 246 (61%) OGOMBHBIX COOTBET-
CTBOBajla «OCMOTHYECKOMY» TuIy nuapen, y 82 (20%)
cekpetopHomy, a y 75 (19%) mauueHTOB CBUICTEb-
CTBOBajla O WHBAa3WBHOM THIe Ouaped. KiamHudeckas
CUMTITOMAaTHKa 00e3BOXWBaHMS | cTenmeHW oTMevanach
y 312 (77%), 11 crenenn y 91 (23%) 6onbHOTO (TabMI. 1).
TocniuranusupoBaHbl B TeUeHUE 1-X CYTOK 3a00JieBaHUS
239 (59%), B TeueHmMe 2-X cyToK — 126 (31%), B TeueHUE
2-X cyToK oT Haudaia 6ose3Hu — 38 (10%) manmeHTOB.
OCHOBHBIM Pe3yJIbTaTOM MCCIeIOBAHUS CYUTAIA KyITHU-
poBaHUe O0E3BOXMBAHUS Y TAIIMEHTOB OOEMX TPYIIII.
JIOTIOTHUTENTbHBIMKM  Pe3yJIbTaTaMU  SIBJISUTUCH  TTPOIOJI-
JKATETbHOCTh OCHOBHBIX CUMITTOMOB OCTPOM KUIIETHO
nHbeKMn (JTMxopaaKa, MHTOKCUKAIKS, 00U B XXUBOTE,
pBOTa U 1Ip.; Tab. 2). OMHOTUITHOCTh KPUTEPUEB OICHKI
B OCHOBHOI TpYIINe W TPYIIIe CpaBHEHMS UCKITI0Yaia UX
pa3HOYTEeHUE TIPY KOHEYHOM aHaJIN3e Pe3yJIbTaToOB.

HesaBucuMo oT THNa AWaped B CpaBHUBAaEMBIX
IpyImax OOJbHBIX HE BBISIBIEHO JOCTOBEPHBIX pa3-
JIMIUI TI0 OCHOBHBIM KITMHUYECKUM CHUMITTOMaM OCTpOit
KUIIEYHOW WHMEKILINH, XOTSI MOXXHO OTMETUTH MEHBIIIYIO
WX TIPOJOJIKUTENTLHOCTh Y OOJNBHBIX, TOJYYaBIINX Tep-
OPaJIbHYIO PErvapaTaldio TUIOOCMOJISIPHBIM PAaCTBOPOM
(cm. Tabu. 2). CtaTUCTUYECKU 3HAUMMBIEC Pa3Iudus ycTa-
HOBJIEHBI TI0 JUTMTEIBHOCTU PBOTHI M 0OJieil B KUBOTE,
KOTOpBIE Y TTAlIMEHTOB TPYIIIBI CPABHEHUST COXPAHSIINCH
60oJ1ee TTPOJOKUTEIBHOE BPEMsI, UeM B OCHOBHOI TpyTITTe
(»<0,01). CumTombl meruapataliMi (CyXOCThb KOXHBIX
MOKPOBOB M CJIM3UCTBIX O0OJOYEK, CHIKEHHME Typropa
TKaHei) ObICTpee KyMUPOBAIUCH y OOJBHBIX OCHOBHOM
rpynnbl (p<0,001). B ocrpom mnepuone 0ojie3HU KOH-
LIEHTpals HaTpusl B IIa3Me KPOBU Oblla B CpeIHEM
131,5%8,6 MMob/IT; ToTI0KO3BI — 4,34 1,6 MMOJTB/JT, MOUe-
BUHBI — 3,1%1,8 MMOJb/J; OCMOJSIPHOCTh COCTaBJIsLIA
278,6=11,2 MOCM/JI, YTO COOTBETCTBOBAJIO ITOKA3aTeJIsIM
M30TOHWYECKOTO THIa o00e3BoXuBaHuA. HapyimeHus
KUCJIOTHO-IIIEIOYHOTO  PAaBHOBECHUS]  XapaKTepU30Ba-
qvck pH 7,36+0,11, orcyTcTBUeM JeUIIMTa OCHOBAHMIA,
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OPUINHAJIbHBIE CTATbU

Tab6auya 1. XapakTepucTHKA OCHOBHBIX CUMIITOMOB OCTPO# KHINEYHOH MH(EKINH Y IeTell 10 HAYAIA JIeYeHHs
Table 1. Characteristics of the main symptoms of acute intestinal infections in children before treatment

Cumirrom Gonesnn 1-s rpyr;lzz(fsc)nonﬂaﬂ; 2-51 rpyrl,l:: ;;g;lnﬂenm; P
JIuxopanka, a6e. (%)
1o 38 °C 158 (73) 134 (71) 0,958
Boie 38 °C 57 (27) 54 (29) 0,995
PBora, a6c. (%) 156 (72) 145 (77) 0,987
Yacrora cTyina 1o jedeHust, ade. (%)
5—10 pa3 116 (54) 106 (56) 0,989
6oapbie 10 pa3 99 (46) 82 (44) 0,969
Xapakrep cryJa, ade. (%)
BOISTHUCTBII 173 (80) 155 (82) 0,978
KaIIMIe00pa3HbIii 42 (20) 33 (18) 0,935
Hanuune mpumeceii B cryiie, ade. (%)
CITU3b 34 (16) 24 (13) 0,962
KPOBb 8(4) 9(5) 0,765
Crernenb 06e3BoXxuBaHus, adc. (%)
I 163 (76) 149 (79) 0,981
11 52 (24) 39 (20) 0,980

Ilpumeuanue. p — 3HaYMMOCTb Ka4eCTBEHHBIX MoKazateJeit npu df = 1. YactoTa cMMITOMOB 00J1€3HM MTPUBEIEHA OT Yncia O0JIbHBIX OCHOBHOM
rpynnsl (n=215) v rpynnbl cpaBHeHUs (n=188).

Tabauya 2. JluHAMMKA OCHOBHBIX CUMIITOMOB OCTPOii KUIIeYHOI MH(EKIMH Y JeTeil, HAXOAUBIIMXCS HA PA3HBIX TePANEBTHIECKIX
peRnMax BhIMauBaHus (MoJTy4aBmmx pactBopsl «[acTpomur» wim «Perunpon»)

Table 2. The dynamics of the main symptoms of acute intestinal infections children who were on different therapeutic regimens
watering (receiving «Gastrolit» or «Regidron»)

T 1-a l‘pyl:’l:lz(l()sc)HOBHaﬂ; 2-9 rpyn'l:: {;];;Bﬂeﬂl/lﬂ; »
TTpoaoIKUTEIBHOCTD CUMIITOMA, CYT
JIMXopajakKa 2,4+0,6 3,210,4 0,974
MHTOKCUKALIUS 2,9+0,3 3,440,6 0,804
pBOTa 1,8+0,4 3,1£0,3 0,010
00JIM B XKMBOTE 1,5+0,2 2,6£0,4 0,010
METEOPU3M 2,1+£0,3 2,8+0,5 0,987
nuapest 3,4+0,8 4,5¢1,1 0,802
JEeTUIpaTaiysi (CyXOCTb KOKHBIX TIOKPOBOB, CII3UCTHIX 13402 2.840.4 0,001
000J104€K, CHUKEHHE Typropa TKaHeii)
HopManuzauus KL P 2,2+£0.4 2,9£0,6 0,800
HOpMaJn3alus 3JIEKTPOJIUTHOro OajlaHca 1,8%£0,9 2,3x1,1 0,998
Hanuune nakrasHoii HegoctatouHoctr (n=119), ade. (%)
JIO JICUECHUS 41 (34) 36 (30) 0,805
MOCJIe OKOHYAHUS JICYCHUST 37 (31) 33 (28) 0,798
Hanuaune nuc6rosa kumevnuka (n=65), a6e. (%)
10 JIeUeHUsI 31 (47) 27 (41) 0,802
MOCJie OKOHYAHUS JICYSHUST 26 (40) 24 (37) 0,800
TTponoKUTETBHOCTD CTALIMOHAPHOTO JICYEHMSI, CYT 5,3%+0,7 6,2%1,5 0,732
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napuManbHbiM - fgasieHnem CO, 34,5121 mm prcr,
YTO COOTBETCTBOBAJIO COCTOSTHUIO KOMITEHCHMPOBAHHOTO
MeTaboIm4IecKkoro anumo3a. Hopmanusanus mokasaresneit
KUCIIOTHO-TIIEJIOYHOTO PABHOBECHUSI U 3JICKTPOIUTHOTO
OaylaHca HacTynasia ObICTpee B OCHOBHOI Ipyrire O0JbHBIX
(pa3m4ust CTATUCTUYECKY HE3HAUNMBI).

JIncOmo3 KuleyHnKa 10 Havyasia JIeueHUsl yCTAaHOBJIEH
y 58 (89%) u3 65 obcaemoBaHHBIX Aeteil. CHIDKEHUE
KoJimuecTBa OubumodbakTepuit n JakTobaummut go 107—
10% umesntocw y 41 (70%), xuiieyHoi nagouku gao 10° —
y 25 (43%), pocT YCIOBHO-TIATOTEHHBIX OaKTepHii
(He Gosee 2 BumoB) B pasBenennsx 10°—10° —y 19 (32%).
BbIpaskeHHOCTh  HapylIeHUu# MUKpOMIOpPHl  KHIIeY-
HUKa TpHU TIOBTOPHOM WuccienoBaHun (5—7-¢ CyTKHU
OT HayvaJyia JIedeHUsI) B CpaBHUBAEeMbIX TPYIIax CHUKa-
Jlach, HO JOCTOBEPHBIC pa3IMuusl He OBIIM BBHISIBICHBI.
YcTaHOBIIEHHBIE W3MEHEHMSI CcOocTaBa MUKPOGIOPHI
KUIIEYHUKA Y OONBIIMHCTBA OOJBHBIX COOTBETCTBOBAU
kputepusiM aucbakreprosda | cremenu. OrmpexneneHue
coiepxxaHusl yrjaeBoaoB M pH kajga OBIJIO BBITTOJIHEHO
y 119 (29%) 601bHBIX, B TOM unciie y 65 (55%) maumeHToB
OCHOBHOU Tpynmel U y 54 (45%) Tpymnmbel CpaBHEHWS.
YcTaHOBJIEHO HaTWYWe YIJIEBOAOB 1O Hadaia JICYCHUS
y 83 (69%) u3 119 nmaumentoB (B cpemrem 0,910,2 mr),
cumxenue pH xama no 3,9%+0,5 n oTcyTCTBHE TOCTOBEP-
HOTO CHIDKEHMST 3TUX TIoKazaTeJiell TIpu MCClieIOBaHUU
B IMHaMUKe (5—7-e cyTKU; cM. TabJ. 2). DTo CBUAETEb-
CTBOBAJO O BTOPUYHOM JaKTa3HOM HEIOCTATOUHOCTU
Kak CJIeICTBUM KUIIEYHON MHMPEKITNH.

CpenHsiT  TIPOMOJCKUTELHOCTh  CTAIlMOHAPHOTO
JIEYEHUs] TIPY MCTIOJb30BAaHUM THIIOOCMOJISIPHOTO pPac-
TBopa coctaBwia 5,3+0,7 cyt, mpu NMpUMEHEHUU pac-
TBOpa «Peruapon» — 6,2+1,5 cyt.

00cyxaeHue

ITpoBeneHHOE HccienoBaHME TTOKAa3ajI0, YTO MPU BCEM
MHOT000pa3uu PEKOMEHIYEMbIX PACTBOPOB U CXeM Tiep-
OpaJIbHOM peruaparaluy y JeTeil ¢ OCTpOil KUIIeYHOM
nH(pEeKUMEN MX OTIMYMS JIPYr OT Jpyra 3aKjIio4aroTcs
B BapuabeJbHOCTY MCIOJIb3YeMbIX paCTBOPOB M OLIEHKAX
apdextuBHOCTH JieueHus. [laTodumsmonornueckue Mexa-
HU3MBI pa3BUTHUsI auapeil pasnuuHbl. [Ipu cekpeTopHoOi
nuapee yBeJIMUMBACTCS CEKPELrsl BOJAbI 1 3JIEKTPOJUTOB
B MPOCBET KUIIEYHWKA M YMEHBIIAETCS UX BCachIBaHUE
Kak CJIeICTBUE aKTUBALMU aJeHUJIATUMKIIA3bl MOJ BO3-
neicTBueM OakTepuaibHOro TtokcuHa. Ilpu ocmoTuue-
CKOM THUTIIE IMapeU, XapaKTepHOM JIJISI OCTPOIl KUIIIEYHOM
WHMEKIIMU BUPYCHOI 3TUOJIOTUM, BCJICACTBUE JTAKTa3HOM
HEJIOCTaTOYHOCTU HepacllelJIeHHbIe YIJIeBOIbI HaKarl-
JIMBAIOTCS B TIPOCBETE KMIIIEUHUKA U, 00J1ajasi BhICOKOM
OCMOTMYECKOI aKTMBHOCTBIO, TIPETSITCTBYIOT —BCAaChI-
BaHMIO BOIbBI. «MHBa3WMBHBIN» TUIT JUapeyr COIPOBOXKIA-
eTCsl HaKOTUIEHMEM OCMOTHMYECKM aKTUBHBIX TPOIAYKTOB
BOCMAJIEHUSI, YTO MPUBOJIUT K HAPYIIEHUIO TTHILIEBAPEHUSI
U BCaCbIBaHUSI, YCUJICHWUIO CEKPEIMU BOIBI M BJIEKTPO-
JINTOB B ITPOCBET KUIIIEUHUKA U 3aJIEPXKKe UX peadcopOLnm
3a CUYET MPOCTarIaHanHOB [4, 6, 13].

O6o01atolye CBeeHUs 0 pe3yibTaTax IpUMEHEeH s
MepopaIbHON peruapaTalun y IeTel pa3IMuYHbIMU TJIIO-
KO30-COJIEBBIMU  PacTBOpaMU TPEACTABICHBI B psie
myomukanuii [16—19]. ABTOpbI 3TUX pabOT peKOMEH-
IYIOT pas3uyHble TUIMOOCMOJISIPHBIE PAacTBOPBI, B TOM
uucae bAJlp1, conepkammue Lactobacillus rhamnosus GG,
oTMevasi ux 0ojee BBICOKYIO 3(P(PEKTUBHOCTH MO CpaB-
HEHUIO ¢ peruapaTalyeil n300CMOJISIPHBIMU PacTBOpaMU
MPU OCMOTUYECKOM THUTIE TUAPENA.

JI.H. Mazankosa u coast. (2005, 2012) [8, 16] ycTa-
HOBWJIW TOCTOBEPHOE COKPAIICHUE TIPOIOJIKUTETHHOCTH
PBOTEHI, AMAPEU, KYITUPOBAaHKE CUMITTOMOB JIeTHIpaTallui
K KOHIIy 1-X cyToK y 75% OOMBHBIX, HOpMAaJ3AINIO
KHCJTOTHO-IIIEIOYHOTO PABHOBECUSI U DJIEKTPOJIMTHOTO
6amanca y 90% GOJbHBIX U YMEHbBIIIEHUE MTPOIOKUTETb-
HOCTH JiedeHus B 1,5 paza y 90% OOMbHBIX, TIOTYJaBITUX
MPpU BBIMTAMBAHUU THUTTOOCMOJISIPHBIN pacTBOp («XyMaHa
aneKTpoauT ¢ denxenem», «OPC-200»), B omiumuue
OT IPYIIITBI CPABHEHMUSI.

Pesynsratel  uccnemoBaHuit  A.A. Hooximo-
HoBa (2015) [13], M.K. bextepeBoii U COaBT.
(2017) [14], B.®. Vyaiikuna u coaBt. (2015) [17] cBu-
NETeTbCTBYIOT 00 3(hheKTUBHOCTU pacTBopa «PeruapoH
Buo» TIpM CEeKpPEeTOPHBIX U OCMOTHUYECKHMX IUapesiX.
Wcnonb3oBanue pactBopa «Perunpon buo» npusonuio
K OBICTPOMY KyMUPOBAHWIO CUMITOMOB JeTHIpaTaInu,
WHTOKCHUKALIMU, a0MOMUHAIBHBIX 00JIeH, SIBJICHUI MeTe-
opu3Ma, HOPMaJW3alluM CTyjTa, KOJIWIeCTBa JTAKTOOaK-
TEPUl ¥ DSHTEPOKOKKOB B KUIEYHUKE, HO HE BIMSIIO
Ha ypOBEHb aHA3POOOB U KUIIIEYHOM MaJTOYKH.

YMeHblIlIeHUe MTPOIOJKUTETbHOCTH napeu
MpU  POTABUPYCHOM WMHMEKIUU TOJYIeHO B MHOTO-
LIEHTPOBOM MCCJIeJIOBAaHUU T10 OlleHKe 3(hGheKTUB-
HOCTU TiepopaJibHOro pactBopa ¢ Lactobacillus GG
y nereir [18]. KomOuHupoBaHHasi Tepamnusi OCTpPOit
KUIIEYHON MHMEKINN y IeTell TUITOOCMOJISIPHBIM pac-
TBOpOM Ui TlepopaibHOi peruapataunu («buolas
OPC») c mnpobuotukom no naHHeiM A.B. Topenosa
u coasT. (2018) [4], T.A. Pyxenuesoii (2018), siBnsieTcst
MEepPCIIEKTUBHBIM METOIOM JIEYEHUS] OCTPBIX AMapeit
1100011 aTHoI0oTNN [19].

BBunmy pasznuuuii matoreHe3a WHBa3WBHBIX, CEKpe-
TOPHBIX, OCMOTUYECKUX M CMEIIAHHBIX TUIIOB AMapeit
BechMa TPOOJIEMAaTUYHO, YTO pPErMapaTallMOHHBINA pac-
TBOP B YUCTOM BHUAE MOXET CITOCOOCTBOBAaTbH HOpMa-
Jm3anuu cryja. BepositHO, 3TOT addekT mocturaercs
3a CYET JOTOJHUTEbHBIX BKIIOUYEHUI B COCTaB pacTBOpa
«Perunpon buo» mansronekcrpuna u Lactobacillus rham-
nosus GG, B pactBop «buolass OPC» — muHKa u mpooduo-
THKa, B pacTBOp «lacTpojuT» — BIKCTpaKTa POMAIIKH,
BIUSIIONINX Ha 3(D(EKTUBHOCTD JICYCHUS.

B Hamem wcclaemoBaHUM KCIOJNb30BaHUE THUITO-
OCMOJISIPHOTO  pacTBopa «[acTposuT ¢  3KCTPaKTOM
pOMaIIK» M WM300CMOJIIPHOTO pacTBopa «PerumpoH»
MO3BOJIMJIO YCTAHOBUTH JTOCTOBEPHBIE OTJIWYUS B CpaB-
HUBAaeMBIX TPYIMax TO TPOAOKUTETEHOCTH PBOTHI,
6outeit B xxuBote (p<0,01) 1 cUMIITOMOB 00€3BOXKUBAHUS
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(»<0,001). Ilpu cHuKXeHUM KonmyecTBa OUduUIOOAK-
TepUil 1 TaKTOOAIIMII, YCTAHOBJIEHHBIX B UCCJIEIOBAHUU,
B TOHKOW KHIIIKE pa3BMBAIOTCS MeTabOIMYecKHe Hapy-
LIeHUsI, TTPOSIBIIsTIOIIMeCs 1e(heKTOM BCaChIBaHUSI MOHO-
U IMcaxapuaoB, B TOM YMCIIE JiakTa3dbl. B KoHeuHOM
CYETe 3TO MOXET TPUBOIUTH K Pa3BUTHUIO BTOPUYHOM
JIAKTa3HOM HENOCTATOYHOCTH, MOAJAEPKMBAIONICH nua-
peHBIN CUHIPOM TIPU KUIIEYHBIX MH(PEKIUSIX U B -
I011Iel Ha TPOJOJIKUTEIBHOCTh HOPMAJTU3ALIUU CTYIIA.

3aknovyeHue

IMpumeHeHWE TTPU KUIIEYHBIX WH(MEKIUSX IS TIepo-
paNlbHOM  peTMApaTallii  TUMOOCMOJIIPHOTO  TJTIOKO30-
COJIEBOTO pacTBOpa «[acTpOJIUT ¢ SKCTPAKTOM POMAIITKK»
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OPUINHAJIbHBIE CTATbU

CB43b MeXK1y U3MEHEHUSMH apTepUaIbHOro AaBjaeHuss 1 MOP(oGyYHKIHOHAIbHOI
MepeCcTPOMKON Cepala y IOHbIX aATJIETOB

JLA. banvikosa’, A.C. Inomos?, C.A. Hesanckuii', A.A. lllupokosa’, 0.M. Condamos’,

U.A. Tpuwymruna’, K.A. Baprawuna', A.B. Kpachononsckas'

'PreQy BO «HaumoHanbHbI nccnenosatenbckmii MopAoBCKUIA rOCyaapCTBEHHbIN yHUBepcuTeT uMm. H.IM. Orapesa»,
CapaHck, Poccus;

2PrBHY «Hay4yHo-1ccnenoBaTenbCKUn MHCTUTYT akyLlepcTBa, FTMHEKONOrMK 1 penpoayktonorum um. .0. OT1Ta»,

CankT-lNeTepbypr, Poccus;
SrBY3 Pecnybnukn Mopposus «[leTckas pecnybnmnkaHckas knnHnydeckas 6onbHuua», CapaHck, Poccus

The correlation of blood pressure changes and cardiac morpho-functional restructuring
in young athletes

L.A. Balykova', A.S. Glotov?, S.A. Ivyansky', A.A. Shirokova', O.M. SoldatoV’, I.A. Grishutkina’,
KA. Varlashina', A.V. Krasnopolskaya’

'Ogarev National Research Mordovia State University, Saransk, Russia;
20tt Research Institute of Obstetrics, Gynecology and Reproductology, St. Petersburg, Russia;
8Children’s Republican Clinical Hospital, Saransk, Russia

BcenieacTBre HEYKIOHHOTO POCTA YHMCA JIETeil, 3AHUMAIONIMXCS CIOPTOM, COXPAHAET AKTYaJIbHOCTh H3yJeHHe XapaKTepa H Bbipa-
JKEHHOCTH M3MEHEHHIl CepAeYHO-COCYAUCTOM CHCTEMBI, B TOM YHC/Ie aPTEPHAJIbHOI TMIEPTOHNH U THIIEPTPO(UH MIOKApaa JIEBOro
JKeJIYI0UKA Y MOJIOJIBIX CIIOPTCMEHOB.

Lens uccrenoBanusa. C y4eToM NaTOreHETHYECKOHl B3aMMOCBS3M M Te€HETHYECKOil JE€TEPMUHHPOBAHHOCTH W3YYEHHE YACTOTHI
U XapakTepa apTepHabHONl THIEPTOHMM M ee ACCOLMALMI ¢ NMPU3HAKAMH PEMOJEMPOBAHMUSA CEPIEYHO-COCYAUCTON CHCTEMbI
Y IOHBIX ATJIETOB.

Xapakrepuctuka jaeteii m Meronpl. O0cienoBanbl 80 OHBIX CHOPTCMEHOB (B ToM 4uciie 42 MajbyMKa, CPeIHHMii BO3pacT
14,51+1,54 rona), pa3nejieHHbIX HA 4 TPYNNbI B 3aBUCMMOCTH OT Bua cnopta (1 — nuKiIMyeckue, 2 — UrpoBblie, 3 — CJI0XKHO-KOOP-
JIMHALMOHHBbIE, 4 — cunoBble). Mcno/b30BaHbI CileyIomue MEeTOIbI HCClieNOBaHuUs: «oucHoe» (T.e. HA MpUeMe y Bpaya) H3MepeHHe
apTepHaIbHOrO JaBJIEHUs, dJeKTpokapauorpadus, 3xokapauorpadus, nBeToBoe JOMILIEPOBCKOE CKAHMPOBAHHE COCYIOB ILEH,
CYTOYHOE MOHMTOPHPOBAHHE APTEPHATIBHOTO JABJICHHS, BEJIOIProMeTpUs, TeHETHIECKOe TECTUPOBAHHE C NMPUMEHEHHEM OPUIH-
HAJILHOI MaHem, BKIoyatonieii 448 mapkepos.

Pe3ynbratsl. IloBbineHne apTepuaibHOTO JABJIEHNUS B MOKOE BISBIEHO Y 2,5% neTeil, 3aHATHIX CHJIOBBIMH BHIAMHU CIIOPTA, HEIO-
CTATOYHOE CHIKEHHE B HOYHbIE Yachl — y 16,3% 1 M30bITOYHASI PEAKIHUS APTEPUATLHOTO IABJIEHUS HA 103UPOBAHHYIO (PH3HYECKYIO
Harpysky — y 25%. DTu u3MeHeHus KOPPeIMPOBAJIU C MPU3HAKAMU CHIOPTUBHOTO PEMOITMPOBAHN, B YACTHOCTH C (hopMupoBannem
runepTpoduu MIOKap/A JIEBOTO JKeJTyA04Ka, KOTOpas tmarHoctuposana y 7—12,5% cnoprcmenos. 1o pe3yiasraTam reHeTHIECKOTO
TECTHPOBAHMS BbIpaKeHHbIi nmoaumMopdu3m B reHe NO-cuHTa3bl no Tpem Jokycam (rs10918594, rs12143842, rs16847548) obun
aCCOUMMPOBAH C MEPECTPOIKOii CepaedHO-COCYUCTOl cucTeMbl y 45% atmieTos.

3akmouenne. OT 7,5 10 25% 10HBIX CHOPTCMEHOB, 0COOEHHO MPUBJICYEHHBIX K 3aHATHSM CJIOXKHO-KOOPANHANMOHHBIME U CHIIOBBIMH
BHAMH CIIOPTA, I€MOHCTPUPYIOT HApPYLIeHHe HUPKAJHOTO NPOGUIs APTePUATBHOTO AaBIeHHs U H30BLITOYHYIO peaKuuIo Ha (usmye-
CKYI0 HArpy3Ky. DTH M3MEHEHHs ACCONMUPOBAHDI C BHIPAKEHHOCTHIO CIIOPTHBHOTO PEMO/IEUPOBAHMS U ONpPENeSIOTCS TeHeTHYe-
CKO¥i IIPeIpacnoIO;KeHHOCTbIO.

Karoueswte caosa: demu, cnopmemersi, pusueckas Haepy3ka, apmepuansroe dasaerue, pemodeaupogarue muokapoa, NO-cunmasa,
2eHemu4eckoe mecmuposaHue.

Ana untupoBanuns: banvikosa J1.A., Inotos A.C., ViesHckuii C.A., LLinpokosa A.A., Congatos O.M., lpuwytkuHa U.A., BapnawwHa K.A., Kpac-
Honosibckasi A.B. CBsi3b Mexay U3MEeHEHUSIMIN apTEPUNASIbHOIrO AaBaeHNS 1 MOPPOPYHKLIMOHAIbLHOM NepecTpOiKor CepaLa y IOHbIX atJiIeToB.
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bBanvikosa JI.A. u coasm. CBsi3b MeX Ty U3MEHEHUSIMU apTEPUATIBHOTO NaBieHNs U MOphODYHKIMOHATLHOM TIepeCcTPOIKON cepala Y IOHBIX aTJIETOB

A steady increase in the number of young sportsmen predetermines the relevance of studying the nature and severity of cardiovas-
cular system remodeling in young athletes, including the development of arterial hypertension (AH) and left ventricular myocardial
hypertrophy (LVHM).

Objective. To study the prevalence and nature of arterial hypertension (AH) and its associations with signs of cardiovascular remod-
eling in young athletes taking into account pathogenetic relationship and genetic determination.

Characteristics of children and methods. The study included 80 young athletes (including 42 boys, average age 14,51+1,54 years),
divided into 4 groups depending on the kind of sports (1 — cyclic, 2 — game, 3 — complex coordination, 4 — power). We used the
following research methods: “office” (i.e. during visit to the doctor) measurement of blood pressure, electrocardiography, echocardi-
ography, color Doppler scanning of the neck vessels, daily monitoring of blood pressure, bicycle ergometry, genetic testing using the
original panel with 448 markers.

Results. An increase in blood pressure at rest was detected in 2,5% of children engaged in power sports, an insufficient decrease
at night — in 16,3% of children, and an excessive reaction of blood pressure to dosed physical activity — in 25% of children. These
changes correlated with signs of sports remodeling, in particular with the formation of left ventricular myocardial hypertrophy, which
was diagnosed in 7—12,5% of athletes. According to the results of genetic testing, pronounced polymorphism in the NO synthase
gene at three loci (rs10918594, rs12143842, rs16847548) was associated with a reorganization of the cardiovascular system in 45%
of athletes.

Conclusion. Violation of the circadian profile of blood pressure and excessive reaction to physical activity demonstrate 7,5—25%
of young athletes, especially those involved in complex coordination and power sports. These changes were associated with the
severity of sports remodeling and determined by a genetic predisposition.

Key words: children, athletes, physical activity, blood pressure, myocardial remodeling, NO synthase, genetic testing.
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BCBHSVI C aKTUBHO peajn3yeMbIM B paMKax Hallnlo-
HaJIbHBIX MPOEKTOB «3ApaBooxpaHeHue» U «JlemMo-
rpadus» KypcoM Ha aKTMBHOE MpPHBJIEYEHME TpaxkaaH
K 3I0pOBOMY 00pa3y XXW3HU W 3aHATHSAM (DU3NIECKOM
KYJBTYPO M CITOPTOM CYIIIECTBEHHO BO3pPacTaloT Tpe-
0oBaHUS K MEIULIMHCKOMY COMPOBOXICHUIO TPEHUPO-
BOYHOTO M COPEBHOBATEJLHOTO Tpoliecca. B aToM miaHe
He TepseT CBOEro 3HAueHMs OIpeaesicHUe TIpelesioB
JIOITYCTUMOTO ~ (PUBMOJIOTUYECKOTO  PEMOAETUPOBAHUS
CePIEeYHO-COCYANCTON CUCTEMBI I HOPMATUBOB peaKIIuu
TeMOJIMHAMUKN — YacTOThI CEPAEYHBIX COKpalleHU
U apTepuallbHOTO JaBJIeHUs Ha (PU3MYECKYIO HATrpy3Ky
y CITOPTCMEHOB Pa3IMYHOTO BO3pacTa 1 Crielai3allim.
Oco0eHHO aKTyaJTbHOM MPeACTaBIseTCs 3Ta 3amada mpu-
MEHUTEJIbHO K CITOpTCMEHaM MoJioxe 18 JIeT, MOCKOJIbKY
M30BITOUHBIN TTOABbEM apTePUATBLHOTO NaBJIEHUS B OTBET
Ha (PU3NYECKYI0 Harpy3Ky paccMaTpUBaeTCsl ¥ MOJOIBIX
aTJIETOB, C OJHOW CTOPOHBI, KaK MPU3HAK TMaTOJOTHYE-
CKOTO PEMOJETUPOBAHUS CEepACUYHO-COCYIUCTON CUC-
TeMBbI («I1aTOJIOTMYECKOTO CITIOPTUBHOTO cepaiia») [1], ac
JIPYTroif — KaK HavYaJIbHBIN 3Tar (DOPMUPOBAHUS apTepr-
aJIbHOM TUTIEPTOHUM B IaJIbHENIIICH XU3HU [2].

Ilpy >TOM TIOBBIIIEHUE apPTEPUATBHOTO JABIICHUS
B XOIe TPEHWPOBOUHOTO TIpoIlecca YacTo TPOMCXOIUT
OIHOBPEMEHHO € M3MEHEeHWEeM MOPGOJOTHH CepAeYHOM
MBIIIIB 1 (OPMUPOBAHUEM TUMEPTPODUM MHUOKapaa
JieBoro keiymouka |[3, 4], ¢usmosornvyeckue TpaHULIbI
KOTOpOIi Y IOHBIX aTJIETOB TakKKe TOYHO He OIpe/IeeHEbI.
Tuneprpodusi Mrokapaa JIeBOro Keayaodka MOXKET ObITh
U CJICOCTBUEM IOPAXKEHMS Ceplua KaK OpraHa-MUILEHU
B XOll¢ apTepHabHOW TMIEPTOHUU, W TIPUUMHON TTOBBI-
IIEHUST )KECTKOCTH MUOKap/ia, COCYIUCTON CTEHKU 1 TTOBBI-
IIEHUST apTePUATHLHOTO AaBJIEHNS B YCIIOBUSIX CIIOPTUBHOTO
pemonenupoBanusi [5]. B moOoM ciydae BbIpaskeHHast
MaTojIornyeckasl TUMepTpodusi MUOKapaa JIEBOTO KeTy-
JTIOYKa CITYKUT OITHOW M3 TPUYWH BHE3AITHOW CepIedHOin
cMepTH B criopte [6], TIO3TOMY ee paHHee BBISIBJICHHE

¥ YCTAaHOBJIEHWE B3aMMOCBSI3U C YPOBHEM apTepUaTbHOTO
JABJICHUST HECOMHEHHA BasKHO JUTST MOJIOZIBIX aTJIETOB, OCO-
OGEHHO 3aHSTHIX B MTPOBBIX, CUJIOBBIX BUIAX CIIOPTA U €N~
HOOOpPCTBAaX, B KOTOPBIX BBICOKA KOHLEHTpAIUS IPYTHX
(haKTOPOB pUCKa Pa3BUTHSI CEPIECUHO-COCYINCTHIX 3a00ITe-
BaHMIA, HaTTpUMeP U30BITOYHOI Macchl Tena [6].

Kpome Toro, HeCOMHEHHO BaXHBIM W BO MHOTOM
OTpeneIsTomnM  (aKTOpOM  pHcKa  (GOpMHUPOBAHUS
MHOTHUX CEPIEeYHO-COCYANCTBIX 3a00JIeBaHUM SIBISIETCS
TeHeTUYecKass TMpeApaciooXeHHOCThb. [eHeTnueckast
MpUpoaa ycTaHoOBIeHa s 82—96% ciyyaeB TUTIEPTPO-
¢duyeckoit KapaAMOMHUOTIATUUM U B aOCOTOTHOM OO0Jb-
IIMHCTBE CBsI3aHA C MyTallMeil B reHe Muo3uHa [7]. B To
3Ke BpeMsl CYIIECTBYIOT U HeTsKellble (pOpMBI 0OJIE3HU,
00yCJIOBJIEHHBIE MyTalUMsIMU B Opyrux TeHax. Ilepe-
YeHbh T€HOB, OTBETCTBEHHBIX 32 pa3BUTHE apTepUaTbHOI
TUTIEPTOHUU, TaKXe JOCTAaTOYHO BeMUK (FeH aHTHO-
TEH3WHa, aHTHOTEH3WHIIPEBpallalomero GepMeHTa,
NO-cuHTasbsl u ap.). OmHaKoO B3aWUMOCBSI3b MEXIY
OCHOBHBIMHM T€HOTUTTMYECKUMU 1 MOPGHODYHKITMOHATb-
HBIMU PACCTPOMCTBAMU CEPAEYHO-COCYIUCTON CUCTEMBI,
OTpeneIoInMu (hOpMUPOBAHNE apTepUaTbHOMN TUTIep-
TOHUM W acCCOLIMMPOBAHHBIX C HEM COCTOSTHUM, y IOHBIX
aTJIeTOB He ompelesieHa. B ¢BSI3W ¢ 3TUM IIeJIbI0 HACTO-
siieil paboThl OBUTO M3y4eHHME pPacipoCTPaHEHHOCTH
1 (HaKTOpPOB pHUCKA pPa3BUTHUSI apTepUaTbHON TUIIEep-
TOHWUM, a TaKXKe ee acCOLUMalUii ¢ MPU3HAKaMH PEMO-
JETUPOBAHUS CePACUHO-COCYINCTON CUCTEMBI y FOHBIX
atnetoB Pecniyonuku MopaoBus.

XapakTtepucTuka peteii U MeToabl UCCeaoBaHUS

C omo0peHMsI JTOKAJbHOTO 3TUYECKOTO0 KOMUTETa
nmpu MOpPIOBCKOM TOCYIapCTBEHHOM YHUBEPCUTETE
umM. H.TT. OrapeBa (ripotokon Ne4( ot 17.06.16) Ha 6Gaze
Jlerckoii pecryOJIMKaHCKONH KIMHUYECKON OOJbHUIIBI
Pecnyonmuku MopnoBus B paMkax rpaHta POOU
Per. No 18-415-130008 INepcoHnpuiMpoBaHHBIN TTOAXO]T
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K MEIULMHCKOMY COIPOBOXACHUIO CIIOPTUBHON Jesi-
TEJILHOCTU MOJIONbIX aTyieToB Pecnyonuku MopnoBus
Ha OCHOBE COCTaBJIEHUSI MX «T€HETMYECKOTO TacIopTa»
3I0POBbSI Y TTPOTHO3UPOBAHUS pUCKA PA3BUTHUS KapanO-
BaCKYJISIPHBIX OCJIOXXHEHWI W pa3pabOTKU HOBBIX KPU-
TEpUEB OUATHOCTMKU W TIPOMUIAKTUKHU CTPeCcC-UHIY-
LIMPOBAHHBIX KapAUOTAaTUX TIPOBEIEHO KIMHUYECKOE
HccleoBaHWe, B KOTOpoe BKJoYeHbl 80 TOApOCTKOB
(13 HUX 42 MayiburKa, cpenHuii Bo3pact 14,5+ 1,54 rona,
IUTATEJIbHOCTh 3aHATHII crioptoM 5,5*+1,7 roma), pery-
JISIPHO 3aHUMAIOIIMXCS B CIIOPTUBHBIX CEKIUSX (PyTOOT,
JIBDKHBIE TOHKU, OUATIIOH, IIIOPT-TPEK, TsoKeast aTIeThKa
u ap.). Kpurepusimu BKIIOYEHMST B McClieqOBaHUE ObLIN
Bo3pacT 12—16 JieT, OTCYTCTBUE OCTPBIX 3a00JIeBaHUIA,
OTCYTCTBME paHee AMarHOCTUPOBAHHBIX apTepUabHOM
TUTIEPTOHUN U OXXUPEHUST (MHIEKC MacChl TeJla He OoJiee
99-10 mepueHTWIS ISl JaHHOTO TI0JIa M BO3pacTa), JJIN-
TEJIbHOCTh PETYJSPHBIX TPEHUPOBOK HE MeHee 4 JieT,
MHTEHCUBHOCTb — HEe MeHee 8—9 U B Heaeto.

Bce oOcnenyemble ObUIM  YCIOBHO — pasiesieHbl
Ha 4 TpyNmbl MO BUIAM CIOpTa: |- — IUKIMYECKHe
(20 yenoBek), 2-91 — wurpoBble (22 yesnoseka), 3-g —
CJIOXXHO-KOOpAMHaIMoHHble (17 uvenoBek), 4-1 —
cuioBble (21 yenoBek). XapaKTepuCTUKa CIIOPTCMEHOB
HCCIeIyeMbIX TPYIIN MpuBeaeHa B Tab. 1. [pyrnmy cpaB-
HEHMSI COCTaBUJIM TIPAKTUUECKM 3I0POBbIE TIO PE3Yib-
TaTaM aucraHcepu3anmu 40 JeTeil, MPOXOAMBIIMX
o0cienoBaHMe C 1EIbIO 3aMMCU B CTIOPTUBHBIE CEKIIUU.

Ipynmbl ObUTM COMOCTaBUMBI MO MOJIOBO3PACTHOMY
COCTaBy M aHTPOTIOMETPUUYECKUM JaHHBIM C TeHICHIIMEH
K Oosiee cTapuieMy BO3pacTy W 0ojiee HU3KUM 3Haue-
HUSIM MHJIEKCa MacChl Teja y jeteid 1-it Tpyrimbl mo cpaB-
HEeHUI0 ¢ 4-i, OJHAKO IS BCEX CIOPTCMEHOB MHJIEKC
Macchl Tela YKJIaabiBaJics B rpaHulibl =2SD mist ;aHHOTO
nona u Bospacta. KomruiekcHoe oOcienoBaHUe BKIIO-
yajo orpeaesieHre psija OMOXMMUYECKUX T1apaMeTpoB
(B TOM 4mclie MMOKapIMaJibHOM (pakimu KpeaTuHdoc-
(oxmuazer — MB-K®K — kak Mapkepa MOBpeXICHUS
MUOKap/a) Ha aBToMaThuyeckKoM aHanuzarope Cobas 8000
(Roche Diagnostics, [lIBefiliapusi) ¢ MCIOJb30BaHUEM
CTaHIAPTHOrO Habopa AMArHOCTUKYMOB, «O0(UCHOEe» (T.e.
Ha TIpueMe y Bpaya) u3MepeHne apTepuaibHOTO JaBIeHUS,
afieKTpoKapauorpaduo B 12 0OIIENPUHATHIX OTBEIE-
HUSX C TIOACYETOM KOppUTHpoBaHHOTO WHTepBama QT
(QTc) o popmyne bazerra, axokapaunorpadpuio (DxoKI)
Ha yJabTpa3ByKoBoM ckaHepe Toshiba Applio ¢ 11BeTOBbIM

OPUINHAJIbHBIE CTATbU

JTOTITIIEPOBCKUM KapTHUPOBAaHUEM, OTIpeleIeHNEeM MacChl
MMOKap/a JIEBOTO XeJIyloukKa ¥ pacueToM MHIEKCa MacChl
MMOKap/a JIEBOTO KeIylouykKa IO OTHOIIEHWI0 K POCTY
B creneHu 2,7, a TakXke ONpeaeJeHueM IoKas3ares
IMACTONMYECKON (DYHKIMM JIEBOTO Xeymodka (OTHO-
menue E/A, tne E — makcumaibHast CKOpOCTh KPOBOTOKA
BO BpeMsl paHHETO AMACTOJIMYECKOTO HAMOJTHEHUs, A —
MaKCUMaJTbHast CKOPOCTh TTOTOKA B CHICTOJTY TIPEACEPINii),
LIBETOBOTO JOMIIJIEPOBCKOTO CKAHUPOBAHUST COCYIOB IIIeU
¢ ompeAeNeHUEM TOJIIMHBI KOMIUIEKCAa WHTUMAa-Meana
MpaBoii OOIIell COHHOM apTepuu, CyTOYHOE MOHUTOPU-
poBaHue aprepuanbHoro nasieHusi (CMAJL) 1o craH-
naptHoit [8] Mertomuke (Ha ammapaTHO-TIPOrpaMMHOM
komriekce «Kapnuorexnuka-04 All»), a TakKe BeJO3p-
TOMETPHIO TI0 TIPOTOKOJY Bruce ¢ omnpeneneHueM ypoBHSI
apTepUaIbHOTO JaBJICHUS W YacTOTHI CEPACUHBIX COKpa-
IIEHWI Ha KaXIOW CTYIIEHU Harpy3KU.

CornacHO JeHCTBYIOIIMM pPEKOMEHIAIMSAM TIO Avar-
HOCTUKE, JIeYEHWIO W TIPOPUIAKTUKE apTepuaTbHOM
TUTIEPTOHUU Y JIeTeil W TIOAPOCTKOB apTepUalIbHYIO
TUTIEPTOHUIO TUArHOCTUPOBAIM B CJydae CUCTOJIHMYE-
CKOTO W/VJT TUACTOJIMIECKOTO apTepUaIbHOTO TaBIeHUS
(CAOd wu/vmm OAIl) mpu OONIIETIPUHSITOM W3MEPEHUM
BBIIIE 95-TO TIEpLIEHTWISI U1 JaHHOTO TI0Jia, BO3pacTa
U pocTa, a TMIepTpoUI0 MUOKap/Ia JIEBOTO XeJyaouKa —
1O 3HAYEHMSIM MHIEKCAa MacChl MUOKapa JIEBOTO KeJTy-
nouka >47,58 r/mM>’mist ManbuukoB U > 44,38 r/M> s
neBoyek (99-#f mepueHTW b KPUBOW TMOMYJISIIIMOHHOTO
pacnipenenenust). BOnektpokaparorpammy (DKI) ore-
HUBAJIA COTJIACHO MEeXIyHapOIHBIM peKOMEHIAIUSIM
no unrepnpetaiuu DKI y ateros ot 2017 . [9].

TeHeTnyeckoe TecTUpoBaHMe BhITIONHEHO 20 criopTC-
meHaMm. OOpaboTka pe3yJbTaTOB  CEKBEHMPOBAHMSI
W TeHepauus KIMHWYECKW 3HAUYUMBIX TIEPBUYHBIX
JAHHBIX TIPOBeIeHa IO YHUKAJIbHON OnomHdopMaTh-
yeckoir Metoauke [10]. WMcmonb3oBaHbl cleayrolimne
METOJbI: AaHHOTUPOBaHUE U «(DUIbTpALIUsI» BapUaHTOB,
(GyHKIIMOHAIBHAS aHHOTALWS  BBISIBJIEHHBIX 3aMeH
¢ nomouipio pecypcoB Polyphen2 u SIFT. Ananus
JAHHBIX TapreTHOTO CEKBEHUPOBAHUsSI, TOJYYeHHBIX
¢ ucnosib3oBaHuem ruiardopmsl lonTorrent, mpoBoamMICs
OPUTHHAIBHO € KOPPEKILMed BBIPABHUBAHUSI B pPEru-
OHax M3BECTHBIX BCTABOK-BBIMAICHMI, a TaKXKe C Tepe-
KaJTMOpPOBKOI KadyecTBa OCHOBaHUIA. B paboTe BriepBbIe
WCTIOJIb30BaHA OpUTMHAJIbHAS TaHelb, BKIIOYAIOLIAsT
448 MapKepoB TeHeTUYECKOI IPeIpacIioOKeHHOCTH.

Tabauya 1. Knunuko-aemorpaduyeckas XapakTepucTHKA CIIOPTCMEHOB MCCJIelyeMbIX IPyII
Table 1. Clinical and demographic characteristics of athletes of the studied groups

IToka3arenn 1-5 rpynna 2-4 rpynna 3-4 rpynna 4-4 rpynna KonTposbhas rpynna
ITon (My>KCKOi/XKEHCKMIA) 11/9 13/9 9/8 11/10 22/18
Bospacr, roast 15,3+1,32 14,5+1,3 15,1+1,2 13,2+1,2 13,8%2,1
HUMT, kr/m? 22,7+1.,4 23,6£3,1 23,1+2,8 24,1%+0,7 23+1,7
Poct, cm 168t4,5 174£6,5 172147 170£3,2 169+£5,2

IIpumeuanue. UMT — uHIeKC Macchl Tesa.
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bBanvikosa JI.A. u coasm. CBsi3b MeX Ty U3MEHEHUSIMU apTEPUATIBHOTO NaBieHNs U MOphODYHKIMOHATLHOM TIepeCcTPOIKON cepala Y IOHBIX aTJIETOB

Jlnst 06pabOTKM TOTYYEHHBIX PE3YJIBTAaTOB MCITOJIb-
30BaJIi OOILENPUHSITHIE CTATUCTUIECKME METOIBI C pac-
YETOM CPEIHUX BEIMYWH U CPEIHMX OIIMOOK, a TaKxkKe
METOIUKY KOPPEISIIMOHHOTO aHaIM3a C pacyeToM KpH-
tepust ¢ CTbIOJIEHTA.

Pe3ynbratbl

Ipu «obucHOM» H3MEPEHUU apTEPUATBHOTO AaB-
JICHUSI BBISBJICHO BBICOKOE HOpMAaJbHOE JaBJieHUE
y 2 (2,5%) cnopTCMEHOB, 3aHWUMABIIUXCS CUJIOBBIMH
BUJAMU CTIOpTa. ApTepuanbHasi TUITIOTOHUST TUarHOCTH-
poBaHa y 12 (15%) atnetoB u 8 (12,5%) npencraButeneit
KOHTPOJIbHOM Tpynmbl. [1pn mpoBeneHUM cTaHIapTHOM
9JIeKTpoKapauorpaduy  TMaTOJIOTUYECKUX W3MEHEHU
HE 3aperucTpupoBaHO HU y OJHOro pedeHka. OpHaKo
y 8 (10%) 1oHBIX aTIeToOB, HE3aBUCUMO OT BHUIA CITOPTA,
JIMarHOCTUPOBaHbI MOTPAaHUYHbIE U JOOPOKAYeCTBEHHbIE
JUISl CIIOPTCMEHOB  (xapakrepusylolue GU3noaoruye-
CKOE peMOJIeIMPOBaHUE) 3JIeKTpokapauorpaduueckue
MPU3HAKU: BBICOKMI BoJbTaX Komruiekca QRS B neBbIx
TPYIHBIX OTBEACHMUSIX, HETTOTHAs 610Ka1a TpaBoOii HOXKKHU
nyuka [uca, «toBeHWIbHas» MHBepcus 3yoia T B TipaBbIxX
TPYAHBIX OTBEACHUSX, PaHHSSA PETNONIpU3alnsl, CUHY-
coBast aputMmusi. CpenHue 3HaYeHUs] KOPPUTMPOBaH-
Horo wuHTepBaa QT (QTc) ObuIM MaKCUMalbHBIMU
B 3-1i rpyIre u AOCTOBEPHO TPEBBIIIAIN aHAJIOTUIHBIN
nokazaresb 1-it rpynnbl (402+7 mc npotus 385x5 Mmc;
p<0,05). Vmiunenuss uHrepBasa QTc Oonee 470 mc
HE 3aperucTpUpoBaHO HU Yy OJHOIO amjiera, OJHAKO
rnorpaHngHoe 3HaueHue (440—460 Mc) UMeTOCh Y OHOTO
CMOPTCMEHA, 3aHSITOI0 THMHACTUKOMA.

Buoxumuueckuit aHanmm3 KpOBU BBISIBUII,
yTo cpenHsist aktuBHOCcTh MB-K®K Bo Bcex mccrieny-
eMBbIX Tpymrax Oblla CTaTUCTUYECKW 3HAUYMMO BBIIIIE,
YeM y TOIPOCTKOB TPYMNIbI KOHTPOJIst. TToBBIIEHHBIM
ypoBeHb MB-K®K (kak omvH 13 MPU3HAKOB MATOJIO-
TMYECKOTO PEMOJEIUPOBAHUS CEpAlA) OMPEeaessics
y 6,25—15% nereii-CliOpTCMEHOB W HE BBISBIISIIICS
Y HETPEHUPOBAHHBIX eTel. JIpyrux uasMeHeHuit OMoxu-

Tabauya 2. Ilokazatenu CMA]L y neteii-cnopTcMeHOB

Table 2. 24-hour blood pressure monitoring values in young athletes

MMUYECKUX ToKazarejeil (JIMMUIHBIA cocTaB, TJIIOKO03a)
TUTa3Mbl KPOBU HE OOHAPYKEHO.

ITo pesynsratam CMA]JI nabusibHas Uiy cTaOUIbHAS
apTepuajibHas TUTIepTOHUs BbisBIeHa y 4 (5-9,5%)
arneToB 1, 2 U 4-i Tpynn M He onpenessyiach y AeTei,
3aHSTBIX CJIOXKHO-KOOPIMHALIMOHHBIMU BUAaMU CIIOpTA.
Kpome Toro, cpenHee 3HaueHne CAJl B mHEBHbIE Yachl
CTATUCTUYECKM 3HAYMMO OTJINYAIOCh B 1, 3 1 4-11 Tpymimax
OT aHaAJOTMYHOTO TIOKa3aTeslsl y JeTeil KOHTPOJIb-
HOI Tpynmbl, a B 1-il Tpymnme, KpoMe TOTO, OTIWYUS
YCTaHOBJIEHBI M i cpenHux 3HadyeHuit JTAJL (Tabdi. 2).
CyTouHBIll WHAEKC (CTeNeHb CHWXEHUs apTepuaib-
Horo aaBieHUs B HouHble yackl) mist CAJL u/unu AL
y aTJIETOB, 3aHUMAIOIIUXCS WTPOBBIMU, ITUKIMYECKUMU
U CJIOXHO-KOOPAWHAIIMOHHBIMU BUAAMU CIIOpTa, CTa-
TUCTUYECKN 3HAYMMO TIPEBBIIIAT aHAJOTMYHBIA ITOKa-
3aTesib Y JeTeil KOHTpOJbHOU Tpymmbl. HemocTarouHoe
cHmxkeHue CAJl B HouHbIe yackl (non-dipper) oTMeueHO
y OIHOTO aTjeTa B Kaxmoi rpymre (4,5-6%), a B 1-i1
U 4-i1 Tpymnax B TaKOM K€ MPOIIEHTE CIyYaEB BbISIBICHO
u HemoctatouHoe cHwxkeHue A (4,7—5%). W30b1-
touHoe cHmxxeHue CAJl B HouHble yachl (over-dipper)
TaKXe JTUArHOCTUPOBAHO CPeIN aTIETOB JIFOOON CITeIu-
anu3aluu.

Dxokapauorpaguyecke IMokKazaTrelu CIOPTCMEHOB
W JeTeil KOHTPOJbHOM TPYITITBI MPeCTaBIeHbI B Ta0I. 3
1 Ha puc. |. JlunaTtamust TOJOCTH JIEBOTO KeJTymodyKa
(oTpaxaroriast GOpMUPOBAHKE TATOJOTUIECKOTO «CITOP-
TUBHOTO CEPMIa») MO 3HAYECHUSIM KOHEYHOTO IUACTOIM -
yeckoro pasmepa (KJIP), mpeBbimaBimm 99-ii niepiieH-
Tiib, ycraHosneHHbild T.C. Iypesuu [11], oOHapyxkeHa
y 16 (20%) 1oHbIX criopTcMeHoB, 1o 3—6 (3,8—7,5%)
YeJIOBEK B KaxKIOW TPYIIITe.

WHaexe mMacchl MHOKapia JIEBOTO KeJydodyka TIpe-
BBIIIIAJT HOpMaTUBHBIE MapaMmeTpbl Yy 7—12,5% atneToB
B KaXKIOM TpyTITie, TIPY 3TOM CpeTHUE 3HaUYeHMS MHIeKCa
B TpPYyIIax aTtjeToB, 3aHUMAIOIINUXCS LHMKINYECKUMU,
WTPOBBIMM U CUJIOBBIMU BUAAMU CTIOpTa, OBUIM JOCTO-
BEpHO BBIIIE, YeM B KOHTPOJbHON rpymme. PasMepsr

IToka3aresn 1-s rpynma 2-s rpynna 3-s1 rpynna 4-s rpynna KonTposbnas rpynna
Cpennee CAJl 1HeM, MM PT.CT. 124,8+2,5* 119£3,2 1224+2,5* 125+3,5* 104£2,5
Cpennee A/l nHeM, MM pT.CT. 84+£3,1* 76%3,2 72£2,8 73£3,3 72£2,5
Cpennee CAJl HOUbIO, MM PT.CT. 106,4+2,5 99+3,5 92+1,8 89=x1,5 100+2,5
Cpennee JJAJl HOYBIO, MM PT.CT. 71%£2,5 65%+2,3 60%2,5 64+3,1 6213,1
CH CAL, % 14,24+0,8 17£1,1* 18,7+2,1* 13,5+1,1 12£1,8
CU JAL, % 15,9+2,1* 14,8+1,2 16,7£1,1* 12,7+1,1 11£1,0
Bapua6ensHocts CAl, MM PT.CT. 13,41+2,1 15+1,1 11,6+2,1 11,4+1,8 12+1,1
Bapua6enbHoctb JIAJL, MM PT.CT. 14,5*1,1 13,4%2,5 13,4%1,8 14,6%,5 14+2,1

ITlpumeuanue. CMAJL — CyTOUHOE MOHUTOPUPOBaHUE apTepuanbHoro naeiaeHus; CAJl — cucronnyeckoe aptepuaibHoe aapiaeHue; JAI — nu-
acTosiyeckoe aprepuanbHoe napieHue; CU — cyTouHbIi MHACKC. * — OTIIMYMS COOTBETCTBYIOLIMX 3HAUEHUI KOHTPOJIBHOM IPYIIbI CTATUCTH-

yecku 3HauuMmBbl (p<0,05).
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OPUINHAJIbHBIE CTATbU

Tab6auya 3. Tlokazaresm DxoKI' y ciopTcMeHOB HCClielyeMbIX TPy
Table 3. Echocardiographic measurements in athletes of the studied groups

IToka3arenan 1-s rpynma 2-s rpynna 3-4 rpynna 4-g rpynna Ko?;gﬁﬁzﬂaﬂ
Koneunslii quactoanueckuii pasmep JIZK, mm 45,1+3,1* 48+2,5% 48,5+1,4* 47,5+1,8%* 36,2%1,2
®paxkuus Beiopoca JIK, % 71,240,5 71,1+1,7 71,4+2,1 70,5+1,4 68,8%1,1
Vaaphbtit 06bem JIK, M 40%2,5 42+1,8 45+1,9* 4412,1* 38,8%1,2*
MesxckenmynoukoBas eperopoaka, MM 7,5+1,2 7,1£1,2 6,8+1,3 7,0£1,2 5,2%0,9
BamgHas crenka JIK, mm 6+1,2 6,5%1,1 6,1£1,4 6,2%1,1 4,1%1,1
JleBoe mpezacepane, MM 19,4+1.,4 20£1,2* 21,2+1,4* 21,1+2,1 16,4%1,4
E/A 1,5%0,2 1,6£0,1 1,6£0,1 1,4%0,2 1,4%0,1
UMMILK, t/m>7 54,6£5,1* 49+3,4* 47,414,1 52,3+3,1* 39,242,5

Tlpumeuanue. DxoKI — sxokapauorpacdus; JIZK — nesblii xenynouek; MMMILK — nHaeke Macchl MMOKap/a JIEBOTo xenynouka; E — makeu-
MaJibHast CKOPOCTh KPOBOTOKA BO BPEMSsI PAHHETO TUACTOIIMYECKOTO HAMMOJHEHUST; A — MaKCHMaJIbHast CKOPOCTh ITOTOKA B CHCTOJTY TIpeacep-
Ui, * — pasauuust MKy JaHHBIM JIETei NCCIeAyeMbIX U KOHTPOJBHOM TPYMI CTaTUCTUYECKU 3HaUMMBbI (p<0,05).

JIEBOTO TIPENCEPANS, TOTIIMHA MEXOKETyTOIKOBO TIepe-
TOPOIKU W 3aJHEil CTEHKU JIEBOTO KeJIyIodYKa, IMOKa-
3aTe/ld CUCTOJIMYECKOW W JMacTolnyecKoil (GyHKIUU
y BCeX HeTeil ObUIM B TIpelesiaXx HOPMBI, HO CpeIHHe
pa3Mepbl JIeBOro Tpeacepausi Bo 2-ii M 3-il rpymmax
CITOPTCMEHOB JIOCTOBEPHO TPEBHIIIANIN aHAJIOTUYHBIE
roKa3aTe M KOHTpostbHOM rpyrmbl. Y 10 (12,5%) cnioprc-
MEHOB OTMEYaJloCh COYeTaHWe WIATAlMOHHBIX Hapy-
EHWI W TUIepTpodrr MHUOKapaa JIEBOTO XKeTymIodyka
C COXpaHEHHON AMACTONMYECKON (PYHKIIMEN, TUTTUIHOE
IIJIST CTTIOPTUBHOTO PEMOIETNPOBaHus [5].

IIpu mpoBeneHUU TMpoOBI C TO3UPOBAHHON (U3U-
YeCcKOU Harpy3kKoil THIEepTOHWYECKUN TUT peaklHnu,
orpeneasseMblii  COTJIacHO pa3pabOTaHHBIM  HaMU
paHee HopMatuBaMm [12, 13], 6611 BEIABIEH ¥ 20 (25%)
aTyieToB. Y OOJBIIMHCTBA M3 HUX IO pe3yJbrataM
CMA]Jl ompenenasioch HEIOCTaTOYHOE CHIDKEHUE
apTepUabHOTO NaBJIeHUsS B HOUHBIE Yachl. [Ipn aTOM
B TPYIIIIE JINII, 3aHATHIX CJIOXKHO-KOOPIMHAIIMOHHBIMU
BUJAMM CIOpPTa, TUMEPTOHUYECKUU TUIT peaKLUu
o661 obHapyxeH y 8 (10%) uenoBeK, B OCTaIbHBIX
IpyInax — HaloJOBUHY pexXe. B KOHTpoOJbHOI TpyrIie
TUTIEPTOHUYECKAsT PeaKkivs Ha JTO3UPOBAHHYIO (DHU3U-
YeCcKylo0 Harpy3ky ObLla OoOHapyXeHa JIMIIb B OTHOM
ciayyae. Ilokazatenu CAJl Ha V crynenu (150 Br)
MPOoOBI ¢ JO3MPOBAHHON (PU3UUYECKOI HArpy3KOil yme-
PEHHO KOppeJUpoBaiv ¢ MHIEKCOM MacChl MUOKapjaa
JIEBOTO XeJynouka (puc. 2).

B 1etoM 10 pesysbraTaM KOMILIEKCHOTO OOCIEeNo-
BaHMS CITOPTUBHOE PEMOJIETMpPOBaHE MUOKapa (IraTo-
JIOTUYECKOE «CMOPTUBHOE Cepjlle») AUArHOCTUPOBAHO
Ha OCHOBAaHWUM TPEIIOXKEHHBIX HaMHU paHee KpUTe-
pues [14] y 10 (13%) atneroB: y 3 (15%) — B 1-i1 Tpyme,
v 2 (9%) — Bo 2-i1 Tpyrime, y 1 (6%) — B 3-it Tpymme, y 4
(19%) — B 4-i1 rpynme. PemoaenupoBaHue OBLIO Tpem-
CTaBJIEHO COYETAHWEM PA3JIMYHBIX 3JIEKTPO- U 3XOKap-
nrorpauIecknx, a Takxke OMOXUMUIECKUX HapyIIeHU I
U HeaJeKBaTHBIM TUIIOM peaKIUK Ha TPoOy ¢ TO3MPO-
BaHHO# usnyeckoit Harpyskoi. LlBeToBoe morruie-

POBCKOE CKaHMPOBaHUE COCYIOB IIEU C OTpeaeieHueM
TONIIMHBI KOMITJIEKCAa WHTUMa-MeIra TMpaBoil oOIIeit
COHHOW apTepuy TTO3BOJUJIO ONPEICTUTh TEHACHIINIO
K Goyiee BBICOKMM 3HAUYEHMSIM TOJIIUHBI COCYIUCTOM
CTEHKU B TPYIIE aTJIETOB, MPUBJICYEHHBIX K 3aHITUSIM
CWJIOBBIMU BWIAM CIOpTa, IO CpPaBHEHUWIO C aHallo-
TMYIHBIM TTOKa3aTesleM KOHTPOJIbHOM Tpymisl (0,6310,02
n 0,48+0,04 MM cooTBeTcTBeHHO; p>0,05).

Ilpy TIpoBeneHUU TEeHETUYECKOTO TEeCTHUPOBAHUS
obpasuoB kpoBu 20 aTiieTOB OTMEYEH BBIpaKeHHBIN
nosumopdusM B reHe NO-CHUHTa3bl 1O TpeM JIOKycaM
(rs10918594, rs12143842, 1s16847548). BrisiBIeHO
3-¢ amieToB, TOMO3WTOTHBIX MO amiemo T B JoKyce
1512143842 rena NOSIAP. Y 2-X U3 HUX UMEIVCh BhIpa-
JKEHHBIE TIPU3HAKU TIEPECTPONKI CepAeYHO-COCYIUCTOM
CHCTEMBI: y OTHOTO — W30JUPOBaHHAs TUTEPTPODUS
MMOKap/ia JIEBOTO XeJyI0UKa, Y BTOPOTO — TUTIEPTpOdust
W JVTATAINS JIEBOTO XKETyJouKa. DTH Ke aTJIeThl ObLITH
roMO3UroTHbI 1o ayento G Byiokyce 1s10918594 u umenu
mocienoBaTebHOCTE TC B sokyce 1516847548 Toro
Ke reHa. Bcero BwIsIBIEHO 7 TeTepO3WTOT ITo ajutenio T
B JoKyce 1516847548 rena NOSIAP, n3 nux y 2 (28,6%)
WMENIUCh TAaTOJOTUYeCKHe W3MEHEHUs TI0 JaHHBIM
CMAJL (Bbicokoe cpennee JAAJl u/unu CAJl B TeueHue
CYTOK B COYETAHUU C HEOCTATOYHBIM CHIKEHHEM apTe-
pPUAIBHOTO JaBJIEHUSI B HOYHBIE Yachl) M TUTNEPTPODUS
JIeBOTO Xenymouka. Takum oOpaszom, u3 20 aTieTos,
KOTOPBIM OBIIO BBIMIOJTHEHO TEeHETUYECKOE TECTUPO-
BaHue, y 9 (45%) wHalimeHbl MpPHU3HAKKM TEePECTPOUKU
CepIeYHO-COCYAUCTOM  CUCTEMBI, aCCOLIMUPOBAHHOM
CO CIIOPTMBHOI HAarpy3Koi, M U3 3TNX 9 CITOPTCMEHOB 3
(33,3%) wMenu TeTepO3UTOTHYIO IOCIEeI0BATEIbHOCTD
(TC) B mokyce 116847548 rera NOSIAP.

OOcyxaeHue

ApTepuanbHasi TUMEPTOHUSI TIPENCTaBISIET COOOM
OHYy W3 HamboJjiee aKTyalbHBIX TIPOOJIEM HE TOIBKO
cpeau B3pOCIIbIX, HO M cpeau Jull Mojioxe 18 mer [9].
HenaBHue TIpOCMEKTUBHBIE WCCAEIOBAHUST TTOKA3aju,
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bBanvikosa JI.A. u coasm. CBsi3b MeX Ty U3MEHEHUSIMU apTEPUATIBHOTO NaBieHNs U MOphODYHKIMOHATLHOM TIepeCcTPOIKON cepala Y IOHBIX aTJIETOB
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Puc. 1. YacTora BbIsIBIEHHS MPU3HAKOB peMOICTUPOBAHNA MUOKAP/IA Y IOHBIX CIIOPTCMEHOB.
JIZK — nesbiii XKeJTy104YeK. * - pas/imuua Mexay AaHHbIM nerei HUCCJICAYEMbBIX U KOHTpOJ]bHOﬁ rpynn CTaTUCTUYECKU 3HAYUMBI

(p<0,05). CocTapieHO aBTOPOM.

Fig. 1. Detection of signs of myocardial remodeling in young athletes.
JIK — left ventricle. * — differences between the studied and control groups are significant (p<0.05). Composed by the author.

YTO MOBBIIIEHHOE apTepuaabHOE NaBJIEHHWE B IETCTBE
OIpeesieT PUCK Pa3BUTUSI apTepUaIbHOM TMIIEPTOHUN
B JaJIbHENIIER XXKU3HA U YETKO aCCOLIMMPOBAHO C HAJIU-
YyreM OXWMpPEHUs WM M30BITOYHOM Macchl Tena [15].
IMpu aTOM perynsipHass yMepeHHO-UHTeHCUBHAsT (pU3u-
YyecKasl Harpy3ka MOXKeT CITOCOOCTBOBATh MOTEpe MaCChl
Telda, CHIDKEHWIO YPOBHS apTepUalbHOTO JaBJIEHUS
U pUCKA pa3BUTUS CEPACYHO-COCYAMCTHIX 3a0oJie-

BaHMU, TOrma KakK BBICOKOMHTEHCUBHBIE (OCOOEHHO
CWIOBBIE) YIPaXKHEHUSI, HATIPOTUB, MOTYT CITOCOOCTBO-
BaTb TOBBIIIEHUIO apTepUaIbHOTO NaBJEHUs, HEPEIKO
B COYETAaHUM C TUrepTpoduell Muokapaa JeBOro Keiy-
mouka [1]. TlockoiabKy TMOBBIIIEHUE apTepUaTbHOTO
NAaBJICHUs Y CIIOPTCMEHOB HE BCEraa IMpOosIBIsSeTCS K-
HUYecKd (TaK KaK TIPOMCXOAUT TIPEUMYIIECTBEHHO
BO BpeMsl Harpy3ku) M 3a4acTyl0 He JMarHOCTHUPYETCS

VIMMASK, riw?”
3nauerite CAdHa V crymenn npober ¢ J$H °

D_DH_ = || -

Puc. 2. Koppensinusi MHIEKCa MAacCbhl MUOKAP/A JIEBOTO JKeJTyA04YKA U CHCTOJIMYECKOr0 apTEPHAJIbHOTO JaBJieHusi Ha V CTyrneHn npoobl
¢ 103upoBaHHO# (punyeckoii Harpyskoii (r=0,81; p<0,05).

NMMIJLK — unzmekce macchl MEOKap/a JieBoro xkeaynouka; CAJl — cucroimueckoe aprepuaibnoe nasienue; JJIOH — no3upoBannas
(usnyeckas Harpyzka. CocTaBjieHO aBTOPOM.

Fig. 2. Correlation relationship between LVMI and systolic blood pressure at stage V of the test with dosed physical activity (»=0,81;
<0,05).

NMMJLK (LVMI) — left ventricular myocardial mass index; GARDEN — systolic blood pressure; JI®H — dosed physical activity.
Composed by the author.
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C TTIOMOILBIO CTAHAAPTHOTO «O(UCHOIO» U3MepeHus [16],
aKTyaJIbHbIM CUMTaeTCsl TOMCK (PaKTOpOB pucKa, mpe-
IUKTOPOB (DOPMUPOBAHUSI apTepUaTbHONW TUIEPTOHUU
M acCOLIMMPOBAHHBIX C HE KapauadbHBIX M3MEHEHUI
Y IOHBIX aTJIETOB.

B nameii pabote apTepuanibHasi TUTIEPTOHUS B TIOKOE
JuarHocTupoBaHa y 2 (2,5%) cropTcMeHOB. DTO coria-
CyeTcsl C U3BECTHBIM MHEHHEM O TOM, YTO Y OOJIbIIMH-
CTBa MOJIO/IBIX aTJIETOB (HEe 3aHSITHIX CMJIOBBIMU BUJIaMU
cropra) BCJICJICTBUE alanTallMOHHBIX CABUTOB T'eéMOIM-
HaMUKU TIpU OOBIYHOM OOCJIETOBAHUU OTIpeaesIeTCs
HOPMaJIbHBIN WJIKM CHUXXEHHBIN YPOBEHb apTepUaibHOTO
NaBJICHUSI CO 3HAUUTEJIbHBIM €ro IPUPOCTOM B OTBET
Ha Harpy3ky [17]. [lyist i(MarHoCTUKY JaHHBIX HApYIIEHU
Harpy304Hoe TeCTUPOBAaHME BKJIIOYEHO B TiepeuyeHb
00513aTeIbHBIX TIEPUOAMYECKUX OOCIEIOBAaHUN CIIOPTC-
MEHOB, OJIHAKO OOIIETIPUHSATHIC HOPMBI peakiuyd apTe-
pUaJIbHOTO JaBJICHMST Ha MIPoOy ¢ JO03UPOBAHHON (DU3M-
YeCcKOW Harpy3Koil y MOJIOJBIX aTJeTOB J0 HACTOSIIEro
BPEMEHM OTCYTCTBYIOT.

IIpennoxennsie JI.M. MakapoBbIM 1 coaBT. [12] HOp-
MaTHUBHBIE ITapaMeTphl PeaKlIM1 apTepUaIbHOTO TaBJICHUST
Ha JI03UPOBaHHYIO (PU3MUECKYyl0 Harpy3Ky KacaroTcs
JIWIIG 3JIUTHBIX aTieToB 16—18 yet. HamMu ycTaHoBeHO,
yto 95-i1 mpouieHTUIL CAJl Yy MOAPOCTKOB-CIIOPTCMEHOB
MPU HATPY30YHOM TECTUPOBAHUHU cocTaBisieT 220 MM PT.CT.
st v, Myckoro 1 200 MM PT.CT. [UISl JIMIL 3KEHCKOTO
T10J1a, YTO TIOJIHOCTBIO COTJIACYETCS C TAHHBIMU OO IMKO-
BaHHBIX paHee padoT [18]. bosee BricOKME 3HaUEHUS Clie-
IIyeT, 110 HallleMy MHEHUIO, CUYMTATh TTPOSIBJICHUEM U30bI-
TOYHOH (TMMEPTEeH3MBHOI) peakiluy, KOTopasl B Halllei
pabote BoisiBIeHa Y 20 (25%) 1OHBIX aTJIETOB.

ITporHocTnyeckasi 3HaYMUMOCTb TTOJAOOHOTO U30bI-
TOYHOTO TIOIbEMa apTepUalIbHOTO MaBJIEHUSI B XOJe
Harpy304HoOi TpoObl Yy IOHBIX aTJETOB MUCKYTUPYETCS.
CornacHO pesyJbTaTaM MPOCHEKTUBHOTO HaOIIONeHUS
S. Caselli [18] momoOHBIN TUM peaKIIMd MOXET CIYXUTh
MPEIUKTOPOM PA3BUTHSI apTepUaIbHOW TUIIEPTOHUU
B IaJIbHEMNIIIEM, UTO YKa3blBaeT Ha HEOOXOIMMOCTh IMHA-
MUYECKOTO HaOJIOACHMSI 3a CIIOPTCMEHAMM C Harpy-
304HOM apTepuasbHON TUMEPTOHUEN C YYETOM APYIUX
(hakTOpOB prCcKa pa3BUTHS CEPACYHO-COCYIUCTON MaTO-
sgorun. [lo npyruMm maHHBIM, M30BITOYHBIN TPUPOCT
apTepuagbHOTO JIaBJIEHUSI B OTBET Ha Harpy3Ky OTpaxkaeT
MPOILIECC BBIPAKEHHOTO PEeMOJETMPOBAHUS CepACUYHO-
COCYIMCTOM CUCTEMBI B XOIe TPEHUPOBOK U CITOPTUBHBIX
Harpys3ox [19].

ITpu CMA]Jl HamMu BBISIBJICHO HENOCTAaTOYHOE CHU-
KeHMe aprepuanbHoro nmasieHus y 13 (16,3%) obcre-
JIOBaHHBIX aTJETOB, BEPOSITHO, BCJIEICTBUE HapyILICHUS
(GyHKUIMM 2HAOTENNUS M HaJIUYUs PEeMOACTUPOBAHUS
(TIOBBIIIEHUE KECTKOCTU) COCYIUCTON cTeHKu [5].
JlaHHbIi Bopoc, 6e3yCc/IOBHO, HYX/1aeTCsl B TaJIbHEUIIIEM
U3y4eHUH, a eTo pa3paboTKa MO3BOJUT MPEIOKUTH MO~
XOIbl K MPO(UIAKTUKE TOpakKeHUsI OpraHOB-MUIIICHEeH
Yy IOHBIX CIIOPTCMEHOB C apTepuajibHOW TUIEPTOHUEH.
TunepakTuBalys TKAHEBBIX U LIMPKYJIUPYIOLINX CHMIIa-

OPUINHAJIbHBIE CTATbU

TUKO-apeHAIOBO W PEeHWH-aHTHOTEH3WH-aJIbI0CTe-
POHOBOIl CHUCTEM Yy JIMII, MOABEPKEHHBIX PETYJISIPHBIM
WHTEHCUBHBIM (PU3UYECKUM U CITIOPTUBHBIM Harpy3KaM,
MPUBOJISIT K MOBBIIEHUIO TTepU(PeprUUecKOTO COMTPOTHB-
JIEHUST COCYIOB W Pa3BUTUIO KOMIIEHCATOPHOM THIIEp-
Tpohun muokapna [20]. Hamu mokaszaHa mipsimasi yme-
peHHasl KOppeJsius YpOBHS apTepuaJbHOTO IaBJICHMS
IOHBIX aTJeTOB Ha MOCJEIHEH CTYIEeHU Harpy304HOM
MpoObI C UHAEKCOM MacChl MMOKAap/Ia JIEBOTO XKeJy10uKa,
OTpakalolIM CTeNeHb TUTIEPTPOPUN MHOKaApIa JeBOTO
Kenaynouka. Oto cornacyetcst ¢ MHeHneM R. Leshik [19]
U CBUIETETBCTBYeT, UT0 Y 10% IOHBIX aTJIeTOB Harpy-
304YHasl apTepuajbHasi TUTIEPTOHUS MOXET ObITh OTHUM
U3 TIPU3HAKOB TMATOJOTUYECKOTO CITIOPTUBHOTO pEMOJe-
JINPOBAHUSI CEPJICUHO-COCYIUCTON CUCTEMBI.

B 1O Xe BpeMsi TOHYC COCYNOB, OTpEeAeISIONINi Ypo-
BeHb apTepUaJIbHOTO JABJICHMS, PETYJIUPYETCsl pa3inyd-
HBIMM MEXaHU3MaMU, B TOM 4YHUCJIE TEeHETHMUYECKUMM.
Tak, Ha MPOTSDKEHUM psia TOCIAEIHMX JIeT BHUMaHMe
YUEHBIX TIPUBJIIEKAET UCCIIeOBaHUE TPYIITHI TEHOB CUH-
Ta3bl okcuaa azora (NOS): NOSI, NOS2, NOS3. Okcun
a30Ta JIeMCTBYeT KaK SHIOTEHHBIN Ba30AMIATATOP U CTU-
MYJIUPYET SHIOTEUII3aBUCUMOE pacciabiieHue COCyI0B.
Mytauuu B reHe NOSI, xonupylolieM HeipoHaIbHYIO
NOS, accounnpoBaHbl HE TOJBKO C Pa3BUTHEM apTepU-
aJTbHOM TMTIEPTOHUU U TUTIEPTPOUU MUOKapaa JIeBOTO
JKeTyIouKa, HO TakKe W ¢ yIJIMHeHneM nHTepBajia QTc
Ha OKI [21]. ¥V omHOro u3 CoOpTCMEHOB, MMEBIIETO
MaToJIOrMYecKoe peMoJeIupoOBaHue MUoKapnaa (rurnep-
Tpodusi MUOKapAa JIEBOTO KeIyaouka, W30BITOYHAs
peaxiiusl apTepuaibHOrO JABJIeHUS] Ha MpoOy C 103U-
pOBaHHOI (u3nUecKoll Harpy3Kkoii), ObUIO BBISIBIEHO
MorpaHuYHoOe yiIrHeHre nHTepBaita QTc, He cBI3aHHOE
¢ 3amMeHamu B reHe NOSI. 3amemsieHue pernossipu3aiuu
y IaHHOTO aTJIETa MOTJIO OBbITh OOYCJIOBIEHO KaK IPYTUMU
TeHETUIECKUMU TTOJTUMOPGU3MaMHK, TaK U BTOPUIHBIMU
MpUYMHAMU — Pa3BUTUEM TUIEPTPOGUU MHUOKapaa
JIEBOTO XKeJTyI04YKa, HEHPOTryMOpaaTbHBIMU, DJIEKTPOIUT-
HBIMM CIBUTAMU WJIM X coueTaHueM [22].

YV 10 (13%) obGcnemoBaHHBIX HaMU CIIOPTCMEHOB
BBISIBJICHa THTIEPTPOGUsT MUOKapIa JIEBOTO KeJIyaouKa
C AujaTaluuei ero MnojocTu uiau 0e3 Hee, B COYeTaHUuU
¢ usmeHeHusMu DKI' (HapyuieHUs: puTMa U TIPOBOIM-
MOCTH, aHOMAJIUU PETIONISIpU3allii), OMOXUMUIECKUMU
CIBUTAMM U TMATHOCTMPOBAHO TATOJIOTMYECKOE CITOP-
TUBHOE pemojenupoBaHue. [lepecTpoiiku cepreyHo-
COCYIVCTOM CUCTEMBI BBISIBJIEHBI Y JIUI], TOMO3UTOTHBIX
no ayutento T B mokyce rs12143842 rena NOSIAP, romo-
3UTOTHBIX 10 ajutesito G Byiokyce rs10918594 u numeBInx
mocienoBaTenbHOCTE TC B Jokyce rs16847548 Ttoro
e TeHa. Takum ob6paszoM, B 45% ciydaeB TIpU3HAKHU
pPEMONIEIMPOBAHUS  CEPAEYHO-COCYAUCTON  CUCTEMBI
ObUTM aCCOLIMUPOBAHBI C TOIUMOP(PU3MOM B TeHe
NO-cuHTa3bl. BbisiBIeHHbIE OCOOEHHOCTH  YKa3bl-
BalOT Ha HEOOXOAUMOCTb TMHAMUYECKOTO HaOJIIONeHUS
3a 9TUMU JE€TbMU M KOHTPOJS (DYHKIHMU CepAcIHO-
COCYIIMCTOM CUCTEMBI, a TAKXKE€ OOOCHOBBIBAIOT 1IEJIECO-
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Banvikosa JI.A. u coaem. CB3b MeX1y U3MEHEHUSIMU apTepHaIbHOTO JaBIeHUsI 1 MOPGHODYHKIIMOHATILHOM MEPeCTPONKON cep/ilia y IOHbIX aTJIETOB

00pa3HOCTb MPOBEJAEHUS JabHEUIINX, 00Jiee KPYITHBIX
WUCCeA0BaHUI B 00JIaCTH MOUCKA TeHETUYEeCKUX Map-
KEpOB MPEeIpacooXeHHOCTU K pPeMOJeTMPOBAHUIO
CepIeYHO-COCYAUCTON cHUCTEMbl U (HOPMUPOBAHUIO
apTepuaIbHOM TMTIEPTOHUU Y IOHBIX aTJIETOB.

BbiBoAabI

1. Tlpy OOBIYHOM M3MEPEHUU aApTEPUATBHOTO J1aB-
JIEHUS apTepuajibHas TUTIEPTOHUS Obla BBISIBJICHA
v 2,5% 10HBIX aTIeToB (Y4TO HE OTIMYANIOCh OT Pacipo-
CTPaHEHHOCTU apTepHallbHOM TUTIEPTOHUU Yy HETPEeHU-
POBaHHBIX JIeTeiT), HO OTpenesiach CyllleCTBEHHO Jallle
y TOAPOCTKOB, TPUBIECYEHHBIX K 3aHATUSM CUJIOBBIMU
BUJIAMHU CITOPTA.

2. CMA/I 1103BOJIMIJIO BBISIBUTh apTepUAIbHYIO TUTIEP-
TOHMIO y 6,3% W HapylIeHUsI CYTOYHOTO PUTMa apTepu-
ajgpHOTO maBieHust y 16,3% atieroB. B xome Bemospro-
MEeTpUU apTepualibHasi TUTIEPTOHWSI, WHIYLHMPOBAaHHASI
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K1MHMKO-peHTreHoI0rnyeckue JMArHoCTHIECKHE KPUTEPHH MOPAKEHH S YeTIOCTHO-
JIMIIEeBO#i 00JIACTH Y JieTeli C I0BeHIIbHOI OrpaHNYeHHO# CKJIepoaepMueii

A.A. Ckakooyo, H.A. Ienne, O.U. Aomaxun, E.C. Yenyprosa, A.A. Mamedos, H.C. [loduepnsesa,
C.H. Yebvimesa, B.B. Xapke, O.B. llyonux, C.I. Padencka-Jlonogok

®rAQY BO «Mepabii MTMY nm. N.M. CeveHoBa» MuH3aapasa Porccumn (CedeHoBckuin yHMBepcuTeT), Mocksa, Poccusi

Clinical and X-ray diagnostic criteria for maxillofacial damage in children with juvenile
limited scleroderma

A.A. Skakodub, N.A. Geppe, O.1. Admakin, E.S. Chepurnova, A.A. Mamedov, N.S. Podchernyaeva,
S.N. Chebysheva, V.V. Kharke, O.V. Dudnik, S.G. Radenska-Lopovok

Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

eap uccienoBanus 3aKI0YANACh B MOBbILIEHUU YPOBHS AUATHOCTHKU MOPAXKEHUs YEIIOCTHO-/TMLEBON 00J1aCTH y AeTeil ¢ 10Be-
HWIbHOIA cKieponepmueii. Havu ObL10 poBeieno cromarosiornyeckoe oocienosanne 41 pedernka B Bopacre ot 4 10 17 jer ¢ 1oBe-
HWIbHOIi cKkjepoaepmueii. Ha ocHOBaHMM Pe3y/lbTATOB KIMHUKO-PEHTI€HOJOTHYECKOTO MCC/IE0BAHUS HAMU OBbLIM YCTAHOBJIEHBI
BeJylIye TUATHOCTHYECKHE IPU3HAKH MOPAKEHHS YeTI0CTHO-JIMIEBOil 00JIACTH Y JeTeii ¢ I0BEHIIbHOI CKJIepoepMueii, K KOTOPbIM
OTHECH YaCTHYHYIO reMUaTpoduio, OJisAIeyHble WIH JHHEiHbIe 0Yaru MOPaKeHHs1 KOXKH JMLA, CHIZKEHHe CATUBALUH, aTpodu-
YecKuii mioccut, OJsmevHble o4ard arpoduu cau3ucToil 000/10UKM SI3bIKA, WIIEMHMIO WIM YKOPOYEHHE MOIbA3bIYHOM Y3/e4YKkH,
JIOKAJIHYIO PEIeCCHIO JeCHbI Pe3L0B HIKHEIl YeNIIOCTH, TUCTONMMIO M CYNPANOJIOKeHHe 3y00B, Ne30KKIIO3MI0, 3a/IepKKY mpope-
3bIBaHNS 3Y00B, CHOHTAHHYIO Pe30PONMI0 KOPHEl MOCTOSIHHBIX 3Y00B, OJHOCTOPOHHIOI 3aJ€PXKKY PA3BUTHS YETIOCTHbIX KOCTEN.
C noMouipI0 3TOr0 CUMNTOMOKOMILIEKCA NPH NEPBUYHOM OCMOTPE CTOMATOJIOT MOXKET NMpeIBAPUTEIbHO AUATHOCTHPOBATD CKJIEPO-
JIePMHUIO, YTO 0COOEHHO BAXKHO JIs1 HOA00PA aIeKBATHBIX METO/IOB JIeYeHUs U MPOMUIAKTUKY Y ITHX JeTeil.

Karoueevie caosa: demu, FO6EHUNbHAA cmepo@epMuﬂ, uearocmuo-auyesa:d oéﬂacmb, cmomamonozuueckoe oocredosanue.

Ans untuposanns: Ckakonyb A.A., lfenne H.A., Aamakur O.U., YenypHoBa E.C., Mamenos A.A., lNoayepHsieBa H.C., Yebuiwesa C.H., Xap-
ke B.B., Aynxuk O.B., PapeHcka-JlornoBok C.I". KnMHWKO-PeHTreHonorn4eckmne AnarHoCTu4eckne KpuTepumn rnopaxeHus YeatoCTHO-ImLeBom
obnactu y aetevi ¢ I0BeHWIbHOM OrpaHnYeHHo cknepoaepmmeli. Poc BecTtH nepuHaton v neamarp 2020; 65:(2): 71-79. DOI: 10.21508/1027-
4065-2020-65-2-71-79

The objective of our study was to improve the diagnosis of maxillofacial lesions in children with juvenile scleroderma. We performed
a dental examination of 41 children from 4 to 17 years old with juvenile scleroderma. Based on the clinical X-ray examination we
identified the main diagnostic signs of the maxillofacial damage in children with juvenile scleroderma, including partial hemiatrophy,
plaque or linear facial lesions, reduced salivation, atrophic glossitis, plaque spots of mucous tongue atrophy, ischemia or shortening
of the sublingual bridle, local recession of the gums of the lower jaw, dystopia and tooth supraposition, disocclusion, delay teething,
spontaneous resorption of the permanent teeth roots, one-sided delay in the development of jaw bones. Using this complex of symp-
toms a dentist at the first visit can pre-diagnose scleroderma, which is especially important for the selection of adequate methods
of treatment and prevention.

Key words: children, juvenile scleroderma, maxillofacial area, dental examination.

For citation: Skakodub A.A., Geppe N.A., Admakin O.l., Chepurnova E.S., Mamedov A.A., Podchernyaeva N.S., S.N. Chebysheva, Kharke V.V.,
Dudnik O.V., Radenska-Lopovok S.G. Clinical and X-ray diagnostic criteria for maxillofacial damage in children with juvenile limited scleroderma.
Ros Vestn Perinatol i Pediatr 2020; 65:(2): 71-79 (in Russ). DOI: 10.21508/1027-4065-2020-65-2-71-79

© Konnektue aBTopoB, 2020

Anpec 15 koppecnonaenuun: Ckakoayo Ajuta AHaTOIbeBHA — K.M.H., JOII. Ka-
enpbl cromaTosornK 1eTCKOro Bo3pacrta U opronoHTun MHcrtutyta cromaro-
siorur PTAOY BO IMepsoro MI'MY um. .M. CeueHoBa,

ORCID: 0000-0003-0735-0583

e-mail: skalla71@mail.ru

Tenme Haranbst AHaTosbeBHA — JI.M.H., 1pod., 3aB. Kadenpoii 1eTckux 6ose3Heit
KJIMHUYECKOTO MHCTUTYTA AeTCKOTro 310poBbs uM. H.®. dunatoa PTAOY BO
IepBoro MI'MY umenu .M. Ceuenosa, ORCID: 0000-0003-0547-3686
Anmakun Oster UBaHOBUY — 1.M.H., npod., 3aB. Kadeapoii npoduiakTuku
1 KOMMYHaJIbHO# ctoMaTosioruu Muctutyra cromaronoruu @TAOY BO Ilep-
Boro MI'MY um. .M. Ceuenosa, ORCID: 0000-0002-5626-2961

MawmenoB Anuiib ACKepoBUY — 1.M.H., 1Ipod., 3aB. Kadenpoil cromaTosnornu
JIETCKOTO BOo3pacTa v oprogoHTun Mucruryra cromatosioruu @TAOY BO Ilep-
Boro MI'MY um. .M. CeuyenoBa, ORCID: 0000-0001-7257-0991

Xapke Bukropust BaieHTUHOBHA — K.M.H., 101l. KadeIpbl CTOMATOJOTUU 1eT-
cKoro Bo3pacta u opropoHTun Mucruryra cromaronoruu ®TAOY BO Ilepso-
ro MI'MY um. U1.M. Ceuenosa, ORCID: 0000-0002-7672-2128

[MomnuepnsieBa Hanexxna CrenaHoBHA — 1I.M.H., Ipod., Kadeapsl IeTCKUX 60-
JIe3Hel KIMHUYEeCKOTO MHCTUTYTa IETCKOro 310poBbsi uMm. H.MD. ®unarosa
DTAOY BO ITepsoro MTMY um. .M. CeueHona,

ORCID: 0000-0002-7498-1636

Yenyprosa Exatepuna CepreeBHa — acrl. Kadeapbl CTOMATOJIOTUN IETCKO-
ro Bospacta 1 opronoHTHH MHcTutyTa ctomaronornn ®TAOY BO Ilepsoro
MI'MY nm. U.M. Ceuenosa, ORCID: 0000-0003-1649-0844

Jynnuk Onecst BUKTOpOBHA — K.M.H., 101l. Kaheapbl CTOMATOJIOTUU IETCKO-
ro Bospacra u oprogoHTun MHctutyta cromaroiaorun ®TAQOY BO Ilepsoro
MI'MY um. U.M. Ceuenosa, ORCID: 0000-0001-7150-9216

Yeo6oimesa CeTiana HukonaeBHa — K.M.H., J011. Kadeapbl IeTCKUX Ooe3Hei
KJIMHUYECKOTO MHCTUTYTA AETCKOro 310poBbst M. H.®D. dunarosa jgeueGHOTO
dakynsrera PTAOY BO Ilepsoro MI'MY um. .M. CeueHona,

ORCID: 0000-0001-5669-4214

Panencka-Jlonosok Credka [ocnonmHoBHa — a.M.H., nipod. kadeapsl ma-
Tostornyeckoii anatomuu uM. A.M. Crpykosa ®TAOY BO Ilepsoro MI'MY
um. .M. CeuenoBa, ORCID: 0000-0002-4669-260X

POCCUCKWIA BECTHUK MEPUHATOJIONMW U MNEANATPUM, 2020; 65:(2)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2020; 65:(2)

71




TGDMI/IH «IOBEHUJIbHAS CKJIEPOJAEPMUS» 00bETUHSIET
JBa 3a00JieBaHUs: CUCTEMHYIO M OTpaHMYEHHYIO
CKJIEpOAEPMUIO, KOTOpBbIE HeOIOTUPYIOT y JAcTeid
B Bo3pacTe a0 16 yeT. OTIMYUTETbHBIM TIPU3HAKOM
CIIyXUT TOsIBIeHHue o4varoB (Guopo3Ho-aTpoduue-
CKOTO TIOpaxkeHUsI KOXU C BO3MOXHBIM BOBJICUCHUEM
nojjiexXalunx TKaHeil. [Ipy 10BeHMJILHON CHUCTEMHON
CKJIEpOJIEPMUM OTMeYaeTCsl Tporpeccupylomiee mopa-
KeHUe KOXW W TMOJKOXHOMW KJIeTYaTKU, OMMOPHO-IBU-
raTeJIbHOTO armmapaTa, BHYTPEHHUX OpPTaHOB (JIETKUX,
cepala, Moyek, MUIIEBAPUTEBHOTO TpaKTa) W pac-
MpOoCTpaHeHHbIe Ba30CMacTUYeCKUe HapyIeHus (CUH-
npoM PeitHO), B OCHOBE KOTODPBIX JIEKHUT TOpaXkKeHUe
COCAMHUTEIBbHON TKaHU C mpeobOnamaHueM (uobposa
U COCYIMCTas TATOJOTHSI B (popMe OOJIMTEPUPYIOIIETO
sHpaprepuuTa [1, 2].

3aboJieBaeMOCTb I0BEHUJIbHOI OTpaHMYEHHOU CKJIe-
ponepmueii cocrasisier 0,34—2,7 ciydas Ha 100 ThIC.
B roa. Haubonee yacto 3aboieBaHue n1e0OTUPYET B BO3-
pacte 6,4—8,7 roma, MOXET OTMEYAThCsI TIPU POXKIECHUN.
3ab0J1eBa€MOCTb  IOBEHUJIbHOM CHCTEMHOM  CKJIepo-
nepmueii coctasisier 0,27 ciydaeB Ha 1000 Thic. B roj.
B nmerckom Bo3pacTe 3aboiieBaHUWe HauyWHAETCS MeHee
yeM y 10% OONBHBIX, MPEUMYIIECTBEHHO B BO3pacTe
8,1—11 net, KpaliHe peIKO BCTpedaeTcs y IeTell Miamilie
5 ner. Cpenu OOJbHBIX IOBEHWIBHOW CKJepoaepMueit
70—80% cocTaBisiioT AeBOYKH [3].

DTUOJIOTHS CKJIEPOAEPMUM M3ydeHa HEeIOCTaTOYHO.
IMpeanonaraioT MHOTO(GaAKTOPHYIO TIPUPOAY, CoueTa-
OIIYI0 HACJIEACTBEHHYIO TIPEAPACTIONOXKEHHOCTh K 3200~
JICBAHUIO C BO3IEHCTBUEM HEOJArompusTHBIX 3K30
U SHIOTEHHBIX BJIUSIHUM — WHQPEKIMOHHBIX areHTOB
(BUPYCHI U [IP.), XUMUYECKUX BEIIECTB, CTpecca, TPaBMBI,
OXJTaKIEeHUSI, SHIOKPUHHBIX HapylleHuii. B HacTosIee
BpeMsl paciimdpoBaHbl HEKOTOPbIE TeHETUYECKHE MeXa-
HU3MBI TIPEIPACTIONIOXKEHHOCTH, YTO paHee apryMeHTH-
pOBaIOCh HAIMYMEM CEMEHBIX CITydaeB CKIepOIepMUM
U JIPYIMX ayTOMMMYHHBIX 3a0o0JieBaHUWIi, Haln4ueM
MMMYHHBIX HapylIeHW Y pOICTBEHHUKOB. BHISABICHBI
accolMaly IOBEHWIBHON CKJIEPOAEPMUM C OTIpee-
JICHHBIMU aHTUTEHAMU W aJUIeJIIMU CUCTEMBI TUCTO-
comectumoct (HLA), ocobGeHHO ajensiMu Kjacca
I1, Bapbupyommmu B pasHbeix nonynsiuusx (HLADRS
n HLADR3 — y eBpomneiilieB 1 OeJibIX aMepUKaHIIEB,
HLADR2 — y sgnoHueB W mnpeacTaBUTENell TJIEMEHU
Choctaw). [IpuHIIMNTUATbHO BaXKHA KOPPEISILUS UMMY-
HOTEHETUYECKUX MapKepoB ¢ WMMYHOJOTUYECKUMU
(creunuyecKre ayToaHTUTENA) U KITIMHUIECKUMU TTPO-
SIBJICHUSIMU IOBEHWJILHOM cKilepoaepMuu [4—9].

st BemeHMsT MALIMEHTOB CO CKJIEpoIepMueil HeoO-
XOOUM MEXAUCUUTUTMHAPHBIN Toaxon. CToMaTosiorn
WHOTIA TIEPBBIMU CTAJKUBAIOTCS ¢ OTUM 3a00JIeBaHUEM,
TaK KaK OYaru cKjieposa, aTpo(uu 4acTo JIOKATU3YIOTCS
B YEJIIOCTHO-JIMLIEBOUM OO0JIaCTM M NPUBOAAT K Aedop-
MallMM YeJIIocTel M paHHel moTrepe 3yooB. CorjlacHo
pe3yibTaTaM  paHee  TMPOBEACHHBIX  MCCIeIOBaHUIA
y nmeteit ¢ cucteMHol ckiepoiepmueit B 100% cinydaen

OPUINHAJIbHBIE CTATbU

YEeJIIOCTHO-JIMIIEBasi 00JacTh BKJIIOUGHA B OOIIMIA TaTo-
Jnorngeckuii mpouecc [10].

3abosieBaHME CTOMATOJIOTAaM MaJIOU3BECTHO, IM03-
TOMY BO3HUKAIOT CJIOXKHOCTU B IMAaTHOCTUKE U OLIMOKM
B JIeYeHUU ouyaroBbix nedopmanuii. [1o naHHBIM TUTE-
paTypbl, OCHOBHBIMU 13 opodaliuaibHbIX MPOSIBIEHU N
CKJIEPOJICPMUU SIBJISIFOTCSI OTpaHUYEHNE OTKPBITUS pTa,
paciiMpeHue MapogoOHTaIbHOM CBSI3KM, KCEPOCTOMUSI,
TeJeaHTUIKTa3UsI 1 nopaxkeHus kocteit [11]. Coobira-
eTCsl TaKXXe O paccachlBaHWM KOpPHE# 3yOOB, HOCOBBIX
KanbuuduKamusx, Ho 6e3 0YeBUIHON CBSI3U CO CKJIe-
pojepMueil; 1 Bce 3TU CBEIEHUsS M OINMUCAHUS Kaca-
oTcs B3pocioro HacejeHust [11—14]. KOBeHMAbHBIM
¢opMaM TOCBSIIEHBI CTAaTbU C €AMHUYHBIMU KIUHU-
YeCKUMM HAOMIOACHUSIMU WM TyOJIUMKAlUMU O BHUC-
LepaJbHBIX TOpakKeHUsIX 0e3 OMNMUCaHUSI YEeTICTHO-
JuueBoit odmactu [9, 15].

IIpu nmepBuyHOM OOCJENOBAaHUU AETE MBI CTOJIK-
HYJIUCh C TPYAHOCTSIMM JWarHOCTUKU U nuddepeH-
LIMAJbHOW  IWAarHOCTUKM  TMPOSIBIEHUI  OCHOBHOTO
3a00JIeBaHUSI W COITYTCTBYIOIIEH CTOMAaTOJIOTUYECKOM
natojoruu. [IpobGiema anekBaTHO AMAarHOCTUKM M OKa-
3aHUST CTOMATOJIOTUYECKOM MOMOIIY TTPU CKIIEPOIePMUHN
Masio mu3ydeHa. OHU TIPU3HAKU TTOpPaXKeHUST HaKJIaIbl-
BAlOTCsl Ha IpyTue, 4TO TpeOyeT CTaHAapTU3aluKU KPUTe-
pUeB IMaTHOCTUKHU U TP depeHInaIbHON TUarHOCTUKI
NpOSIBJICHUI  IOBEHWJIbHOW OrpaHUYEHHOM CKJIEpO-
JIEPMUU B YEJIFOCTHO-JINIIEBOI 00IacTH.

Ileap wuccaenoBaHusi: TIOBBICUTH YPOBEHb JMar-
HOCTUMKM TIOPaXEHUSI YeTIOCTHO-JUIIEBON  00JacTu
y JeTeil C IOBEHWIbHOW OTPAaHWUYEHHOW CKJIEpOJEPMUEIA.
Jns OCTUKEeHUST TIOCTaBJICHHOM 11e1M TIPOBENIEHO CTO-
MaToJiorMyeckoe oOciefoBaHue NeTell ¢ IOBEHWILHOM
OrpaHWYEHHON CKJIEpOJepMUEll M ONUCaHbl BedylIne
KJIMHUKO-PEHTIeHOJIOTUYECKIE JNIMarHOCTUYECKUE
MPU3HAKKA TIOPaXEHUSI YeTIOCTHO-JIULIEBON 00JacTH,
KOTOpbIE TIPU TTEPBUYHOM OCMOTpPE Yy CTOMATOoJIora, BO3-
MOHO, TTOMOTYT CBO€BPEMEHHO AMAarHOCTUPOBATh CKJIe-
POJIEPMMUIO.

XapaktepucTtuka petei U MeToAbl UCCNeA0BaHUS

B VYHuBepcuteTcKO#l AETCKON KIMHUYECKON OOJIb-
HUIle KIMHUYECKOTO WHCTUTYTa HETCKOTO 3HOPOBBS
M. H.®. ®unarosa [Tepsoro MIT'MY um U.M. Ceue-
HOBa B OTJEJICHUU PEBMATOJIOTUM HaMu ObLT 00C/Ie10BaH
41 pebeHOK B Bo3pacTe oT 4 no 17 JeT ¢ 10BEHWIbHOM
orpaHMUYeHHON cKiepoaepmueit. IIpoTokonm wcciaeno-
BaHUsI OBbIT OOOPEH JOKAJTbHBIM KOMUTETOM IO 3THKE
npu ®TAOY BO Ilepsoro MI'MY um. .M. CeueHoBa
MunzapaBa P® (CeueHOBCKMIT YHUBEPCUTET) — MPO-
Tokoi Nel16-19. Ilepen HauaioM UCCAETOBAHUS BCE TETU
W WX POAWTEIN TIONyJYalld THChbMEHHOe WHMOPMUPO-
BaHHOE COTJlacke Ha yJacTue B MCCIIeIOBaHUM, BeIeHHE
(GOTOIPOTOKOJIOB U JicUeHUE.

Bce nmetu mosydanu 6a3ucHoe JiedeHUE OCHOBHOTO
3a00J1eBaHUS:  TIIIOKOKOPTUKOCTEPOUIBI, WMMYHOIE-
MPEeCCaHThI, IIUTOCTATUKU, TIperapaThl, YIydIIaloIIne
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MUKpPOLMPKYISIUMio. Pa3meireHue aeTeil Ha TpYIIILI
mo ¢dopMaM U JUTUTEIbHOCTU TeYeHMsT 3a00JieBaHUS
npeacTaBiieHo B TaoI. 1.

JInarHo3 u cTereHb TSKeCTu 3a0oJieBaHUs y o0ce-
JIyeMbIX YCTaHABJIMBAJIM Ha OCHOBE Xajo0, pe3yJbTaToB
KJIMHUKO-JTAa00paTOPHBIX MccaenoBaHnii. C LeTbIo yTo4-
HEHUsI aKTMBHOCTU OCHOBHOTO 3a00JeBaHUS HCCIIe-
JIOBaJlM B CHIBOPOTKEe KpoBU C-peakTWBHBIN OeEJOK,
WMMYHOTJIOOYJTUHBI,  KOMIUIEMEHT,  PEeBMATOUIHBIN,
aHTUHYKJIeapHbIi hakTopsl, aHTuTena K JIHK. JInarnos
OblT BepU(UIIMPOBAH TIPU OOCIETOBAaHUM W OCMOTpE
peBMaTojiora W CcHOPMYIUpPOBAaH B COOTBETCTBUU
¢ «IIpenBapuTeTbBHBIMU KJTACCU(UKALIMOHHBIMUA KPUTE-
pusimu» (PRES/ACR/ELAR, 2004) [15].

KinnHnyeckoe cToMaTo/IorH4eckoe W OPTOAOHTHYECKOE
obcienoBanue. Becem mainvieHTaM OB TTPOBEACHBI KITU-
HUYECKUIl ocMOTp, ¢oToMeTpusi. OpTOAOHTUYECKYIO
MaTOJIOTUIO W3y4Yaju, MCIOJb3ysd KOHTPOJBbHO-IUAarHO-
CTUYECKUE MO, TOJyYeHHBIE MPU TTOMOIIMN CHSITUS
JIMaTHOCTUYECKUX CIIETTKOB YeTIOCTEN.

Tucromopdosiornueckoe M HUMMYHOTHCTOXUMUYECKOE
HCCJIeI0BAHKE CIM3UCTOI 0000YKH pTa. Y 9 meTeil mpo-
BEJICHO TUCTOMOP(OIOTUYECKOe U UMMYHOTHCTOXUMU-
YecKoe MccaeaoBaHnue cau3ncToi odomouku pra. C 2008
no 2010T. wmccnemoBaHWE BBITIOJHSUIM B MOPQOIOTH-
YeCcKoi J1abopaTOpuy SHIOCKOIMMYECKOTO OTIETeHUS
VIAKB Ilepporo MI'MY um U.M. Ceuenona, ¢ 2018 .
110 HACTOsIIee BpeMsI — B OMOIICHITHON JlabopaTtopuu
IleHTpaaM30BaHHOTO TMAaTOJOTOAHATOMMYECKOTO OTIe-
nenus [Tepporo MI'MY um .M. CeueHona.

WccnenoBanu  OuonTarsl  CIM3UCTON  OOOJIOUKHU
B3ATHIC: 1) B IMATOJOTMYECKOM ouare ISl BBISBICHUS
TUCTOJIOTUYECKHUX, MOP(POJOTUYECKUX W HMMYHOTH-
CTOXUMUYECKUX CIABUTOB, CTETEHU TSIKECTM OCHOBHOTO
3a0oeBaHUsl W JUII MoJA0Opa aleKBaTHOW Tepamnuu;
2) B KJIMHMYECKU HE TMOPaXeHHBIX yJdacTKaxX IJIsT Mpo-
BeaeHUs U depeHINaTbHONM JAUATHOCTUKUA — MEXIY
MHOEKIIMOHHBIM U ayTOMMMYHHBIM BOCITaJICHUEM CJTU-
3uCcTOil 00009KM. OKpacKy OMOIICHMITHOrO MaTepuajia
BBITIOJTHSITA TeMAaTOKCYJIMHOM Y 903WHOM. JIJ1T UMMYHO-
TUCTOXMMUYECKOTO MCCIIeOBaHMs TapaUHOBBIX CPE30B
0o0paboTaHHOTO OuWomnTaTa CIAW3KUCTONM MCITOJIH30BAIN
MPSIMOT UMMYHODIIFOOPECIIEHTHBII METO/I.

ITpu MopdonornyeckoM MCCAENOBAaHUU MCITOIb30-
BaJl CJIEAYIOIINEe KPUTEPUU: TIIIOTHOCTh WHQUIbTpaTa

Tabauya 1. Pacnipenenenue aereil ¢ 0BEHWIbHOI OTPaHU-
YeHHO# CKJiepoepMueii mo ¢hopMe M JIUTETbHOCTH TeYeHUst
3a00J1eBaHUs

Table 1. Distribution of children with juvenile scleroderma
by the form of the disease and the duration of the disease

JnmureasHOCTH 3200J1€BAHUS

®opma 3a00eBanus (n=41) Menee 2 Jier Gouee 2 JieT
(n=16) (n=25)
Jluneitnas (n=17) 7 10
basiieunas (n=24) 9 15

COOCTBEHHOM TJIACTUHKU CJIM3UCTON OOOJIOUKU, COCTaB
KJIETOUHOTO MH(MUIBTpaTa — JMMQPOLUTHI, TIA3MOIINTHI,
Makpodaru, puodposaacTsl M PUOPOLUTHI, 203MHO(PIIIBI
u Hefitpodwibl. [Tpy UMMYHOTMCTOXMMUYECKOM MCCIIE-
JIOBaHWUM OMPENESISIM YHUCIIO KJIETOK, MPOAYLMPYIOIINX
IgA, IgM, IgG, IgE, Hanuume MMMYHHBIX KOMILJIEKCOB
n koMnoHeHTa C3 KoMIUIeMEHTa B CTEHKaX COCYIOB
OMONCHITHOTO MaTepHraa.

Pentrenonornyeckoe oociaenoBanue. s auarHo-
CTUKM TIOpaxkeHUs 3y00B M OIIEHKM CTEeINeHu aTtpoduu
KOCTHBIX  CTPYKTYp  YEJIOCTHO-JIUIIEBOM  0OJjacTu
U BUCOYHO-HUKEUEJFOCTHOTO CYCTaBa MPOBEIESHBI KOM-
netorepHast Tomorpadusi (KT) u opronmantomorpadus.

Pe3ynbTathl  06cyxaeHue

B mHameit crpaHe MbI BIIEpBBIE TIpeACTaBIIsSIEM
W JeMMCS YHUKAJTbHBIM OIBITOM MHOTOJIETHEH CTO-
MaTOJIOTMYECKON MOMOIIN NETSIM C IOBEHUJIBLHOM CKJIe-
polrepMueii. DTO MO3BOJWIO TP O0CIIeTOBAHUU JeTei
BBISIBUTh M CUCTEMATU3MPOBATh BCE CUMIITOMBI TOpa-
SKEHUST KOXKHW, OPTraHOB W CJIM3KMCTONM O0OJOYKHM pTa,
KOCTHO-CYCTaBHOTO  ammapara  YeJIOCTHO-JUIIEBOI
obiacTu y JeTeil ¢ orpaHMYeHHOW (opMOil CKIIepo-
nepmuu (puc. 1).

ITopakeHne KOXKHBIX TMOKPOBOB Y€TIOCTHO-THIEBOI
ob0nactu. [Ipy BHEIIHEM OCMOTpE YeTIOCTHO-JTUIIEBOM
obiacti MBI BBIABWIM, 4TOo Y 27 (65,85%) mereit oHa
BOBJIeYeHAa B OOIIWI TATOJOTMYECKMII TpollecC U ee
MopaxkeHue OBUIO TIEPBBIM M OCHOBHBIM CHMIITOMOM
IOBEHUJILHOM OTpaHUYEeHHOU CKIepoaepMuu (CM. puc. 1).
VY 10 ngeteit Mbl AMAarHOCTUPOBAIM OYaru B BUJE OJIsIIEK
Ha JIMLEBOU, JTOOHOM, MOIHUKEUETIOCTHOM, BUCOUYHOMN
obsactsix. Ouaru NpeacTaBiIsuIM COOOM y4acTKM KOXHU
TEeMHO-OYpOIi, Ccepoil WJIM KOPWUYHEBOW MUTMEHTAIIUH,
KOTOpble MHOTAA 4YepeAOBaINCh C y4acTKaMM JIETIHT-
MeHTaluu. B ouare mopaxkeHUsl Koxa XOJOMHAsI, cyxas
32 CYET HApYLIEHUS] TTOTOOTIENEHUSI U CATIOOTIEIEHUSI,
He coOupaeTcs B CKIIAJKY, PUCYHOK critaxkeH. LIBeT Koxu
B ouarax IMopaxXeHUsI y JeTeil ¢ IUTMTebHOCThIO 3a00Je-
BaHU Oosiee 2 JIeT OBLT ITepraMeHTHBIM MJIA TTproOpeTat
OTTEHOK «CTapoi CJIOHOBOI KOCTW» C yJ9acTKaMU IHUC-
XPOMUIA U TeJICAaHTUIKTA3USIMU.

Y 17 nereit ouyaroBble TMOpaxkeHUs JULA WMEIU
JIMHEMHYIO HaIpaBJIeHHOCTb TI0 THUIY «CabeTbHOTO
ynapa», 12 neteii B aHaMHe3€ UMeJI TpaBMY YeJIFOCTHO-
JMLEeBOM obmact. Mpl HaOmomanu, 4TO B IIPOIECC
BOBJIEKAJIaCh He TOJIBKO KOXa, HO ¥ TTIOIKOXKHAsT JKUPOBast
KJeTyaTKa, a WHOTIA XpsileBas TKaHb Hoca W TIOJie-
Xaiasi Koctb. [Ipy HalMuum JTUHEHHOro JTOOHO-HOCO-
BOTO O0Yara pa3BUBAJIMCh TeMUATPOMUST IWIIA W aJTOTIEeIUsT
COOTBETCTBEHHO 30HE CKJIepo3a.

Ilopaxenns cau3ucToii 06omouku pra. [Ipu roBe-
HUJBHOW OTpaHUYEHHOW CKIEPOAEPMHUU OTMedaeTCs
XapakTepHoe MopaXkeHWe CIU3MCTONM OO0OJOYKM pTa,
KOTOpOe MBI BBISBUIN y 54,71% neteir (cM. puc. 1).
OcCHOBHBIE XaJoObl OBUIM Ha 3aTPYAHEHHOE OTKPHI-
BaHUWE PTa, CYXOCTb, YYBCTBO OHEMEHMS HEKOTOPBIX
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Ko>kHble MOKPOBLI LA
65,85%

[MopaxeHns CAHHBIX Xenes
67,3%

[MopaxeHne cnMancTom a3bika
54,71%

MopaxeHue NoabA3bIYHON Yy30e4KN
47,16%

[MposiBneHne cungpoma PeiiHo B HJ10
22,64%

[laTonoruns okkno3nm
62,84%

HapyLueHve npopesoBaHus 1 pasBUTUS
3yboB

33,96%

lMopaxkeHne BUCOYHO-HUXEYETIOCTHOIO
cyctaBa (BHYC)

49,05%

PeHTreHonornyeckue nameHeHus
YeloCTHO-NMLEBOM obnacTtu

46,34%

FMcTonornyeckre N3MeHeHna
C/IM3NCTON B o4are nopa>xeHuns

35,84%

OPUINHAJIbHBIE CTATbU

— YacTuyHasa remmaTpodus
— GnsWeYHble IMHENHbIe oYaru
— annoneuus

— CHUXXEHMe canmBauumn
— KCepocTomMus
— arpodus, CKNepo3 Xenes Ha CTOPOHE IMHENHOIO o4ara

— [eCKBaMaTMBHbIV MOCCUT

— aTpodUHECKNI MOCCUT

— o4aroBas NMHenHas atpodus A3bika

— Y4aCTKM MHAYpauuKn, CKneposa u atpodun B BUAE OTAENbHbIX
OnALIEeK Ha CNN3UCTON OT 2—-X 1 Bonee

— nwemus (nobeneHne)
— MHAypaLuus, ynaoTHeHVEe
— arpodus

— NOKasibHaga PeLEeccus OeCHbI, TKAHEN NApPOAOHTA
— OHeMeHMe NoadbopoaoYHOro OTAeNa

— OHEMEHME KOHYMKA A3blKa

— nwemms (nobeneHre) NoabA3bIYHOM Y3Ae4KN

— AVCTONMS, CynpanosioXeHne 3y60B Ha MOPaXXEHHOW CTOPOHE
— ManaTUHOOKIO3US

— pa3BMBalOLLAACS AE30KKI03US, C ME3NAJIbHBIM CMELLLEHNEM

PSA0M CTOSALMX 3YOOB C AaSIbHENLLIEN peTeHUMen 1 ouctonmeni

— 3afiepxKa Npope3oBaHuns 3y6oB
— pe3opbums KopHeit 3y6oB
— Hanuume 3y6oB C KOPOTKUMU KOPHAMM

— CKOBAHHOCTb U TYrOnoABMXXHOCTb HUXKHEN YENICTU
— orpaHunydeHune OTkpbliBaHMA pTa, KpenmTauna un LWen4yok cycrtaea

— HapyLLEHVe PasBUTUS KOCTHbLIX CTPYKTYP Ha MOPaXXEHHO CTO-
POHE (BEPXHAS U HUXHSASA YEoCTU, JTI0OHAA KOCTb, TEMEHHas KOCTb)

— anucTpodua anuTenmns
— pefykuysa cocyamcToro pycna
— BaCKyJ/IUTbI 1 BaCKyionatum

Puc. 1. CumnromMbl nopazeHus e mocTHO-uueBoii 00.1actu (UJ10) y aeTeii ¢ 10BeHWIbHOI OrpaHUYEHHOIT CKJIepoaepMueii.
Fig. 1. Symptoms of maxillofacial lesions in children with juvenile limited scleroderma.
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YYaCTKOB, XKeHUE, U3MEHEHNE BKYCOBBIX OIINYIIICHUIA.
Cnuszucras oboJjiouka pra, Kak M Koxa, MpeTepreBaeT
3 cTaguu pa3BUTHUS OCHOBHOTO 3a00JIeBaHMSI: TUTOTHBIT
OTeK, MHAypauusi, aTpodus, HO, B OTIUYHUE OT CHUC-
TeMHBIX (POPM, MATOJOTUUECKUI MTPOILIECC B CIU3UCTOMN
000JI0YKE MPOUCXOIUT TOJBKO B oyarax MOpakeHWUsI.
B mporuiecc arpodum m ckiiepo3a 0COOEHHO OBICTPO
BOBJIEKaeTCsl TOIBsI3bIYHAS y3meuka (y 47,16%),
MPY 3TOM OTMEYaeTCs €€ YKOPOUYeHHE U pe3Kast HETO -
BUXHOCTH (puc. 2).

K nmarHocTMyecKMM TIpM3HAKaM TOPaXKEeHMS CITU-
3UCTOM OOOJOUYKM pTa TIPU IOBEHWIBHOW OTrpaHu-
YEeHHOM CKJIEPOJACPMUM, TIO HAIIMM JaHHBIM, OTHOCSTCSI
pe3Koe WCTOHYeHWEe U aTpodus TKaHeill TMapoaoHTa
(y 7 nmereit; 17,07%) xak ovaroBoe TopaxkeHue (B BHUIE
JIOKAJIbHOM pelieccuu NeCHbI U aTpo(GUM ajabBeOJISIPHOTO
OT/ie/1a YeJIOCTHBIX KOCTeil B obsactu 1—2 nByX 3y0OB).
[Tpu murenbHOCTH 3a007eBaHUs OoJiee 2 JIET 3TU CUMII-
TOMBI HOCSIT CTOMKMIA 1 HeoOpaTUMBIi Xapaktep. Cin3n-
cTast 000JI0YKaA sI3bIKa, IO HAIlIUM HaOJTIOIeHUSM, TTopa-
xanach y 54,71% neteit (cm. puc. 1) B Buae JecKkBama-
TUBHOTO TJIOCCUTA, aTPO(PUIECKOTO TIOCCUTA, 09aroBOit
JIMHEWHOM aTpo(UM, OTHETbHBIX OJISIIeK WHIypalluM,
cKJIepo3a M aTpouu Ha CIM3UCTON obojouke (puc. 3).
Bce mpoliecchl B o4yarax ckjieposa CIU3UCTON 000J0YKU
HeoOpaTUMbl W TIPUBOAST K CWIBHBIM CTpaJaHUsIM
OOJIGHBIX W3-3a OTpaHWYEHMS] TIOABVMIKHOCTU SI3bIKa,
MSTKOTO Heba, YMEHBIIEHUST TJYOUHBI TIpeIIBEpUS PTa,
HapylIeHWsT pPeYd, W3MEHEHUST BKYCOBBIX OIIYIIECHUIA,
WCTOHYEHMSI CIIM3UCTON 000JI0YKHU U JISTKOH ee TpaBMa-
TUYHOCTH.

IIposisnenne cunapoma PeiiHO B 4eTIOCTHO-JIMLEBOM
obomactu. [TepBoe MecTo cpely MTPUYNH BOZHUKHOBEHUS
cuHapoma PeitHO 3aHMMarOT peBMaTHUecKue OOJIe3HU,
OCOOEHHO CHCTEMHasl CKJIEPOAEPMUSI, TIPU KOTOPOWA
JMAHHBIA CUHIPOM CIYXKUT paHHUM TPOSIBIEHHEM 3a00-
neBanus [1, 5, 6]. Tlo HaIMM HAGIIOAEHUSAM, UILIEMUS
(mobeseHne) MOABI3BIYHON Y3AEUKU CIYXXKUT CaMbIM

Puc. 2. Ykopouenune y31euku si3bIka y pedenka 13 jet c 1oBe-
HUJIbHOM OrPaHNYEHHOH CKiepoaepMueil U JUIMTEJbHOCTBIO 32~
OoneBanus Oosee 2 JeT.

Fig. 2. Shortening of the tongue frenulum in a 13-year-old child
with juvenile limited scleroderma and a disease duration of more
than 2 years.

paHHUM TUATHOCTMYECKUM TIPU3HAKOM IOBEHWJIBHOMN
CUCTEMHOM ckiiepoaepMuu (cM. puc. 2). OqHako y aeteit
C OrpaHNYEHHBIMU (hOpMaMU 3a00IeBaHUS MBI 3TH ITaTO-
JIOTUYECKHUE HapYIICHUS TIOABSI3bIYHON Y3IeUKHN HAOITI0-
namu B 50% ciydaeB (cM. puc. 1).

Bemymue peBMaTOIOTH CUMTAIOT, YTO TIPU TEPBBIX
MpU3HAaKaX TOSIBICHUS CKJIEPOJACPMUN  YCUIMBA-
eTcs TeHICHIIMS K CIa3My COCYIOB 3a CUET ITOBBI-
MEHHOW BBIPAOOTKM KOJUIaTeHa B SHIOTEJIWU COCY-
IUCTOW CTEeHKHW. OTO TIPUBOOUT K PACCTPONCTBY
KPOBOCHAOXECHMUS, TUTIOKCUU TKaHEW W HapYIICHWIO
B HUX MeTabosu3Ma (MIIEeMUU), YTO CIYXUT MPOSIB-
JeHWeM cuHapoma PeitHo [1, 5, 6]. MbI yTBepkmaeM,
YTO OOHAapyXeHHbIE HAMU CHUMIITOMBI TTOPasKEHMUS
YEeJIOCTHO-JIMIIEBOI 00J1acTH, Takue Kak JioKajbHast
pelieccusi 1eCHbl, OHEMEHMUSI TOAO0OPOAOUYHOIO OTAENa,
OHEMEHUSI KOHYMKA SI3bIKa, WIIEMUS TOIBI3BITHOMN
Y3IeUKH — CYTh IIPOSIBJICHUS cuapoma PeitHo.

Ilopa:keHue CJIIOHHBIX XKeje3. DTU MOPaXKEHUsS] BO3-
HUKAJU B CITyJasix, €CTU JTMHEWHBIN oyar CKJICpOIepMUHN
JIOKQJIM30BAJICS B MECTE€ pPACIOJIOXEHUsI CIIOHHOMN
JXeJie3bl KaK OKOJIOYIITHOM, TaK M TTOMHIDKHEYETTIOCTHOM.
CUMIITOM KCepOCTOMUM OBLT BBISIBIICH Y NETEU C JUTH-
TeJIbHOCTBIO 3a00J1eBaHus Oosee 2 et (cM. puc. 1).

Tucrosoruyeckne U MMMYHOTHCTOXUMUYECKHE U3Me-
HeHHs CJIM3UCTON pra. Bce KIMHMYeCKUe M3MEHEHUS
CIU3UCTON OOOJIOYKU pTa TONTBEPKIATNCH PE3yJib-
TaTaMu THCTOMOP(MOIOTUISCKUX WCCIECTOBAaHUN 3TOMU
TKaHU. Ham ynanoch BRITBUTD U MPOCTIEANTH TKAHEBYIO
MaToJIOTHI0, KOTOpasi HAOJII0AAeTCsl TOJbKO MPU CKJe-
polepMHUM, aHaJOTWUYHBIE HAPYIIEHWS OIMCHIBa-
f0TCSI TIPU MCCIIeIOBAaHUYM OMOTITATOB KOXU, YTO OBLIO
XOpOILIO HM3YyYeHO paHee, B OTJIWYME OT CJIUZUCTON
obosouku pra [4, 14]. [Ipu ructomopdoornyecKom
WCCIIEIOBAHNY TKaHW NECHBI Ha odare IOpaXeHUs
MPpU FOBEHWIHHOW OTPAaHWYECHHOU CcKIepomepMuu y 9
neteld HaMU ObUTM OOHApyXEHBI HapyIICHUS, TMpe.-
CTaBJeHHbIE B Ta0. 2.

Puc. 3. Basimeunble MHOKeCTBEHHBIE 0YaTH WHIAYPALMH, CKJIe-
po3a M arpoud HAa CIM3UCTOI 000JI0YKe A3bIKa y pedeHKa
14 neT ¢ 10BeHWIbHOI OrPAHMYEHHOI CKJIepOiepMHEid.

Fig. 3. Plaque multiple pockets of induction, sclerosis and atro-
phy on the mucous tongue in the child, 14 years old, with juve-
nile limited scleroderma.
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Tabauya 2. Tuctomopdosioruueckre NaToJornyecKue n3MeHe-
HMS CJIM3UCTOM 000JI0YKH PTA NPH IOBEHWIbHOI OrpaHMYeHHOI
CKJIEPOAEPMHUH Y JeTei

Table 2. Histomorphological pathological changes in the oral
mucosa in juvenile limited scleroderma in children

Yucno pereit
ITaTonornyeckue rucromopdoornyeckne C BbISIBJIEHHBIMH
H3MEHEHNs CJIM3UCTON 000I0YKH pra HU3MEHEHUAMU
(n=9)
Juctpodust snUTe IS 6
AKaHTO3 3
CroHrnos 4
DK3aLHUTO3 6
Penyxius cocyaucroro pycia 4
Backynutbl 3
Backynonatumn 5
VYromiieHue CTeHOK COCYI0B 3
OTeK CTpOMBI 3
OrnoxeHue KomnoHeHTa C3 Komruie-
MEHTa 1 UMMYHHBIX KOMITJICKCOB 7

(IgM u IgG)

Jnst Oojiee AeTanbHOTO W3YYEeHUSI M3MEHEHUA
B COOCTBEHHOW TIACTUHKE CIU3UCTOM OOOJIOYKM pTa
MBI TIPOBEJM MOP(POMETpUYECKOE U UMMYHOTHUCTO-
XUMHUYECKOoe WcchaenoBanus. I[lomydeHHbIe ITaHHBIE
MoKa3ajii, 4TO yBEJIWYMBACTCS KJIETOUHAs TIOTHOCTh
nHpwmisTpata 10 9037+424 xierok Ha 1 Mm? (B Heus-
MEeHEeHHO# TKaHu 5168+438 kierok Ha 1 Mm?). Cpenu
KJIETOK MH(MWIbTpaTa MOBBIIIAETCS KOJIUYECTBO JIUM-
douuToB, TIa3MOUMTOB, GUOpodIacToB, GUOpPO-

OPUINHAJIbHBIE CTATbU

LIUTOB, HEUTPODUIOB. YBEINUUBAETCS YUCIO KIIETOK,
npoayuupytomux IgM u IgG, HeMHOTO yBeTMUUBaeTCs
yucno kiaetok, IgE. B % cinyuyaeB ormevaercs oTjo-
xeHne KommoHeHTa C3 KoMIUJIeMeHTa MU MMMYHHBIX
komruiekcoB IgM u IgG B cTeHKax cocymoB, UTO CBU-
JIETebCTBYET 00 ayTOMMMYHOM BOCMAJ€HUW B 3HIO-
TeJuu cocynoB (Tadi. 3).

CocTosiHHE  BHMCOYHO-HHIKEYETIOCTHOTO  CyCTaBa.
MBI yCTAaHOBUJIM, 4YTO BHMCOYHO-HUXKEUYETIOCTHOMN
cyctaB mopaxkaetcs B 49,05% caydaeB (cMm. puc. 1).
JleT TIpeOBSIBASIIA ~ XKaJlOOBI Ha  YTOMIISIEMOCTD
B 00JJaCTU BUCOYHO-HUXKEUYETIOCTHOTO CycTaBa, 4YyB-
CTBO CKOBAaHHOCTM W TYTOMOIBMXKHOCTb HUKHEH
yemtocTu. KiaMHWYecKW HaOMIOAAINCh OrpaHWYeHHE
OTKPBIBAHUS pTa, KPEeNMUTAUMs W MIETIOK BUCOUYHO-
HUKEUYETIOCTHOTO CycTaBa TIpU OTKPBIBAHUM pTa
y 10 nereii. [To maHHBIM KOMIIBIOTEPHOU TOMOTpadumn
Yy 9TUX OOJBHBIX IeCTPYKTUBHBIX MU3MEHEHU KOCTHBIX
CTPYKTYP CYCTaBHOTO OTPOCTKa BBISIBJIEHO He OBLIO,
32 WCKIIOYEHUEM OJHOrO ciyyasd IIpyU JIMHEWHOM
dopMe IOBEHWJIILHOW OrpaHMYEHHON CKIEPOIECPMUU.
VY sToro pebeHka ouar atrpopuu M CKiIepo3a 3aTpa-
TUBaJ YroJl HVXKHEW YeIOCTH, CYCTaBHOM OTPOCTOK
HUKHEN 9eTI0CTH U BUCOIHYIO 00J1aCTh.

Coctrostne okKmo3un. [Ipy  OPTOMOHTUYECKOM
00CJIeIOBaHUY U U3YYeHUU KOHTPOJIbHO-IUATHOCTHYE-
ckux momeneit y 62,84% mnerteit ObUTH BBISIBICHBI CIICITY-
IoIIMe CUMIITOMBI TopaxeHust (cM. puc. 1): nucromnus,
cympariojio)keHre 3y0OB Ha TIOpaXeHHOW CTOpPOHE;
Cy>XeHMe BEepXHEro 3yOHOTO psaa M MaJaTUHOOKKITIO3US
(mepexpecTHbIll TpuKyc). M3-3a pa3BuBarolieiics: 1e30K-
KJTIO3MU  TIPOUCXOIUT Me3UalbHOE CMEIIeHUe pPSIoM
CTOSIIIIMX 3yOOB U B IaJIbHEMIIIEM pa3BUBAETCS PETEHIIUS
WJIM JUCTOTIUSI TIOCTOSTHHBIX 3y0OB (pucC. 4).

Tab6auya 3. MophomeTpryecKue 1 IMMYHOTHCTOXHMHUYECKHE TIOKA3aTeIM CIM3UCTOi 000I0YKM PTA, MATOJIOTHYECKH U3MEHEHHOM
U HEU3MEHEHHOH Y 9 NieTeii ¢ IBEHUIbHO OrpaHMYEHHOI CKIlepoaepMueii
Table 3. Morphometric and immunohystochemical indicators of the oral mucosa pathologically altered and unchanged in 9 children

with juvenile limited scleroderma

CpemHee 4iciI0 KIeToK Ha 1 mv?

IToxasaresn NATOJOTHYECKH H3MEHEeHHAS HEeH3MEHEHHAs CIM3UCTAsk
CJIM3HCTAsA 000JI0YKA 000/109Ka
KireroyHast miaoTHOCTh MH(MUIBTpaTa 90374424 5168+438
(cpemHsisi cyMMa BCeX BBISIBJICHHBIX KJIETOK)
JIumbouuTh 3077+289 1991209
Hespenbie mia3MOLUTEL 696167 169+23
3peJible TUIa3MOLUTEI 836+75 397481
Makpodaru 589+39 421+95
DubpobdIacThl 1568+74 1228+61
DudpoUTH 1958+95 902+145
Heiitpoduast 199+31 23£19
Knerku, mpoaynupyroiue:
IgM 658+59 264127
IeG 495435 102+19
IgE 63+12 23£15

POCCUVCKWI BECTHUK MEPUHATOJIOMMW U MEAVATPUM, 2020; 65:(2)

76

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2020; 65:(2)



Crakodyo A.A. u coaem. KITMHUKO-PEHTTEHOIOTMIECKIE TUATHOCTUYECKUE KPUTEPHH TIOPaXKeHs YeTIOCTHO-JIMIIEBOI 001aCTH Y ETeid. ..

Pe3yabraTthl  PEHTreHOJOTHYECKOTO  OOC/IEOBAHMS.
ITo maHHBIM KOMITBIOTEPHOM ToMorpacduu Mbl y 46,34%
JIeTelt BBISIBUIN CITEAYIOIINE U3MEHEHUSI:

— HeJIOpa3BUTUE W/WIUA  HapylleHWe  pPa3BUTHS
KOCTHBIX CTPYKTYp Ha MOpa)KeHHOW CTOpOHEe (BEpXHSIS
U HIDKHSS 9eJTIOCTH, JJOOHAst KOCTh, BUCOUHASI KOCTD);

—artpodusi MATKUX TKaHel, aTpodusi KOCTHBIX
CcTpyKTyp (OblJa BBIpakeHa 3HAUYWUTEIHLHO MEHBIIIE,
HO HapacTaja TIpW JJTUTETbHOCTH 3abojieBaHUsS Ooiiee
2 net (puc. 4);

6

—3aIepXKa TPOpPEe3bIBaHMS  ITOCTOSTHHBIX — 3y0OB
(B cMeHHOM TipuKyce) v 19 (46,34%) neteii, B 4aCTHOCTH
pPETEHLIMsI BTOPBIX M TPETHUX ITOCTOSIHHBIX MOJISIPOB,
a TakKe IMbesib 30HbI POCTa TIOCTOSTHHBIX 3y0OB Ha CTO-
poHe marosiornueckoro ovara’y 15 (36,58%) nereii;

— [TaTOJIOTUYECKAsT Pe30pOLMsS KOPHEN BpEMEHHBIX
1 TIOCTOSTHHBIX 3y0O0B;

— IIPEXIEBPEMEHHOE 3aKPBITUE 30HBI POCTa KOpPHEM
3y0OB M BITOC/ICACTBMM HAJIMYKE 3y0OOB C KOPOTKUMU HEIO-
(dopmupoBaHHBIMU KOpHIMU Y 19 (46,34%) neteit (puc. 5);

27.9mm 29.4 mm F

424mm 8 ' 45.7 mm

mm ey
31.2mim 33.1 mim 9 mm
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.
Ly gl
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Puc. 4. PeGeHok 9 JieT ¢ 10BeHIWIbHOI OrpaHHYEHHOIi CKJIepoiepMUM, JTUHeiiHas (hopMma.

a — poHTAbHAS MPOEKIHUs Yepena, KIMHHYECKH BbIPAKEHHBIX ACHMMETPHiIl KOCTHBIX CTPYKTYP
He 00HApYKeHO; 0 — (poHTANBLHAS (hoTOrpadus JMIA, 3aMETHA ACHMMETPHS C NMPABOii CTOPOHBI
B 00JacTH MoAOOPOAKA, YTOJIKA Ty, KPbLIa HOCA; B — MOA00POI0YHO-TeMeHHas mpoeknus. CHiibHO
BbIpaxkeHa aTpodus B 00J1aCTH CKYJIOBOIi KOCTH CNPaBa, BEPXHEYEIIOCTHOW KOCTH; T — ()POHTAJIb-
Hblii Bi 3D-PeKOHCTPYKIMM KOMIIBIOTEPHOII TOMOTPAMMBI: C MPABOii CTOPOHBI BHIPAXKEHHAS ATPO-
(us B 00J1aCTH BepXHeii YeJI0CTH, ACHMMETPUS B 00JIACTH YIJIa HIDKHEN YeTI0CTH.

Fig. 4. A 9-year-old child with juvenile limited scleroderma, linear form.

a — frontal projection of the skull, clinically expressed asymmetries of bone structures have not
been found; 6 — frontal photo of the face, the symmetry on the right side of the chin, the corner
of the lips, the wing of the nose is noticeable; B — chin-dark projection: atrophy in the area of the
cheekbone on the right, the maxillary bone is strongly expressed; r — frontal view 3D reconstruc-
tion of CT. On the right side there is a pronounced atrophy in the upper jaw area, asymmetry in the

corner of the lower jaw.
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OPUINHAJIbHBIE CTATbU

a 0

Puc. 5. PedeHok 8 JieT ¢ 10BeHWIbHOI CKJIEPO/IepMUEii, 04aroBas JuHeiiHas )opMa 1o reMHOTHITY CJIEBA.
a — OPTONAHTOMOIPaMMA: THOEb 30H pocTa B odJacTu 3yoos 1.1, 1.2, 4.1, peTennus 3yoa 2.6; 0 — OKK/II03H-
oHHas ¢oTorpacdus BepxXHEUYETIOCTHOrO 3yOHOTO PsA/Ia MANMEHTA CO CKJIepoJepMueii: peTeHus 3yoa 2.6.

Fig. 5. Child 8 years old with juvenile scleroderma, focal linear form on the left.

a — orthopantomogram: death of growth zones in the teeth 1.1, 1.2, 4.1, tooth 2.6 retinence; 6 — occlusion
photograph of the maxillary dental row of a patient with scleroderma: tooth 2.6. retation.

—arpodusi  aNbBEONIIPHOTO  OTHENa  YETFOCTHBIX
KOCTell Ha CTOPOHE CKJIEPONCPMMUYECKOTO TIOPaKEHUS
y 17 (41,46%) netei;

— aZieHTHs 3y0OB U 3a4aTKOB Ha CTOPOHE CKIIEpOmep-
MMUECKOTO TTopaxeHus1 y 9 (21,95%) nereii.

3aksoyeHue

Takum oOpa3om, HaMU ObUIM YCTAHOBJIEHBI AMArHO-
CTUYECKHME CHUMIITOMBI TOPAXEHUS YETOCTHO-JIULICBOM
0o0s1acTH y fieTelt ¢ FOBEHUJIbHOI OrpaHUYeHHON CKJIEpO-
nepmueit. KoxXHO-CIIM3UCTBIN CUMIITOM — OIWH U3 BaX-
HEWIINX XapaKTEPHBIX M YacTO BCTPEYAIOLIMXCS TPO-
SIBJIEHUI 3a00JiIeBaHUSI B YETIOCTHO-JIMIIEBOI 00JIacTH.
[TpuszHaku mopaxkeHusi CIM3UCTON 00OJOUKM pTa TMOSIB-
JISIIOTCSI HA CaMbIX PaHHUX 3Tarax OCHOBHOTO 3aboie-
BaHMUSI M TIPUOOPETAIOT HAMOOJBIIYIO BBIPAXKEHHOCTh
B mpoiiecce ero pa3Butusi. MiameHenust camsucroii 0060-
JIOUKM pTa CBSI3aHbI C JAUCTPOGUUYECKUMMU U aTtpodu-
YeCKMMHU TIpolieccaMy, OTMEUYEHHBIMU TIOYTH Y BCeX
00C/IeT0BaHHbBIX; U3MEHEHUS TOATBEPXKIAIOTCS PE3yib-
TaTaMu TUCTOMOP(OIOTUYECKUX UCCIENOBAHUN CIU3U-
CTOI 000JIOYKM pTa. BEIpaskeHHOCTh MX OOBIYHO COOT-
BETCTBYET XapaKTepy TeYeHUs] OCHOBHOTO 3a00JIeBaHMSI
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JIunamuka 3a0o0JeBaemoctH oHomeii 15—17 et B Poccuiickoii @enepanuun
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®rBY «LeHTpanbHbIin HAy4HO-UCCNEeA0BaTENbCKMIA MUHCTUTYT OpraHmM3anmm n nHdopmaTmsaumm 3apaBooxpaHeHns»
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Dynamics of the incidence in the 15—17-year-old men in the Russian Federation

M.N. Banteva, E.M. Manoshkina, E.N. Matveey

Central Research Institute for Health Organization and Digitalization, Moscow, Russia

B nocaennue aecatuietus B Poccuiickoii Denepamn oTMeYaeTcs pocT 3200,1eBAEMOCTH HACEJIEHHS, B TOM YHCJIE JIeTeil ¥ OPOCTKOB.
1leab ucciie10BaHKS: BHIABUTD TEHICHIMM 32001€BAEMOCTH U «XPOHH3AIMMI» NaToJoruu oHoueii B Poccuiickoii @eaepamuu. C ucnoJin-
30BaHHEM METO/IA AUCKPUNITUBHONM CTATUCTHKY NPOAHAJIM3MPOBAHBI OOILAS ¥ BIiepBbIe B JKU3HU 32PErHCTPUPOBAHHAS 3200J1€BAEMOCTh
onomeii 15—17 jer 3a nepuox 2000—2017 rr. BoisiBiien poct o0ueii 3a00eBaemMoctd Ha 35,8% u 3200/1€Ba€MOCTH, BBISIBJICHHOI
BIepBbIe B XKU3HH Ha 35,4%. MakcuMaibHblii pocT 001eii 3200/1eBaeMOCTH HA0TI0AA€eTCs MO CJIELYIOMMM KJaccaM: HOBOOOPa30BaHHUs
(B 2,6 pa3a), 00J1e3HM KPOBH U KPOBETBOPHBIX OPraHoB (B 2 pa3a), BpoxkIeHHble aHOMaIMK (MOPOKH pa3sutus; B 1,8 pa3a), 6ose3nu
cucTeMbl KpoBooopaieHus (B 1,7 pa3a), 60J1€3HH KOCTHO-MbILIEYHOM CHCTEMBI H COeMHUTE IbHOI TKaHu (B 1,6 pa3a), 601311 3HI0-
KPHHHO¥# CHCTeMbI, HapyieHust ooMena Bemects (B 1,5 pasa). Ha ocHoBaHMH TaHHBIX OOILEl 1 BIiePBbIE B JKU3HU 3aPErMCTPHUPOBAHHOI
3200J1eBa€MOCTH PACCYUTAH MOKA3aTeJIb «XPOHH3aINU» 3a001eanmii. [1pu 00mem Temmne npupocta qanHoro nokasaresns 0,3% no psaxy
KJIacCOB 00JIe3Hell HA0JI01aeTCsl 3HAYNTEIBHBII €ro POCT: NCUXMYECKHe PACCTPOICTBA M PACCTPOICTBA noBeaeHus (B 2,1 pa3a), BpoxK-
JieHHble aHoMaH (OpPoKM pa3sutus; B 1,9 pa3a), 00/1e3HH 3HIOKPUHHOI CUCTEMbI, HApyIlleHns o0MeHa BemecTs (B 1,5 pa3a).

Karouesvie caosa: ()emu, 3a601e6aemocmb iOHollleIZ, 3aboneeaemocmy nodpocm}coe, XpPOHUH"ecKue 3abonesanus IOHOW@IZ, 3abonesae-

mocmy oHouwtell no kaaccam 60ae3Hell, XpoHu3auus 3a001e6aHuUi.

Ansa untupoBanus: baHtbesa M.H., MaHoLukuHa E.M., Matsees 3.H. uHamuvka 3aboneBaemocTy ioHoweri 15—17 net B Poccuiickori denepa-
umn. Poc BecTH nepuHaton v neamnatp 2020; 65:(2): 80-85. DOI: 10.21508/1027-4065-2020-65-2-80-85

In recent decades, the Russian Federation has seen an increase in the incidence of the population, including children and adolescents.
Objective: to identify trends in the incidence and “to chronize” the pathology of young men in the Russian Federation. Using the
method of descriptive statistics, the authors analyzed the overall and for the first time recorded incidence in 15—17-year-old men

in 2000—-2017.

The authors noted a 35,8% increase in the overall incidence rate and a 35,4% increase in the for the first time recorded incidence
rate. The maximum increase in the overall incidence is observed in the following classes: neoplasms (2,6 times), blood and blood-
forming organs diseases (2 times), congenital anomalies (malformations; 1,8 times), circulatory system diseases (1,7 times), the
musculoskeletal system and connective tissue diseases (1,6 times), endocrine and metabolic disorders (1,5 times). Based on the
overall and for the first time registered incidence the authors calculated the “chronicity” of diseases. With a general growth rate
of this indicator of 0,3% there is a significant growth of this indicator for certain diseases: mental disorders and behavioral disorders
(2,1 times), congenital anomalies (malformations; 1,9 times), endocrine system diseases, metabolic disorders (1,5 times).

Key words: children, incidence of young men, incidence of teenagers, chronic diseases of young men, the incidence of young men within

classes of diseases, chronization of diseases.

For citation: Banteva M.N., Manoshkina E.M., Matveev E.N. Dynamics of the incidence in the 15-17-year-old men in the Russian Federation.
Ros Vestn Perinatol i Pediatr 2020; 65:(2): 80-85 (in Russ). DOI: 10.21508/1027-4065-2020-65-2-80-85

BnocneL[HMe necatunetus B Poccuiickoit deneparnunm
HaOJiomaeTcst poct 3aboeBaeMocTu HacejeHus [1].
IIpu moBo3pacTHOM aHanM3e YCTAaHOBJEHO, YTO TIPH-
pocT o0lielt 3a00/1eBA€MOCTA Yy B3POCJIOrO HacCeJaeHUs
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coctanisieT 14,1%, y netckoro HaceneHus — 27,2%, a'y
foHotIe u aeBymek 15—17 net — 35,3% [2]. Haubonee
BBICOKAsl 3a00JIeBa€MOCTh IO CPaBHEHUIO C APYTUMU
BO3PACTHBIMM TPYIMIIaMU OTMeYaeTcsl B CTaplieil moj-
POCTKOBO# rpymrie — y jauly 15—17 jet, 4To moarBep-
XIeHO pe3ynbsTaTaMu  Beepoccuiickoit  aucmaHcepu-
3allUM IeTCKoro HaceseHust Poccunm [3].

Pan wuccremoBaHWit TakkKe TOATBEPXKIAaeT CyIIe-
cTeytoiyio B Poccuiickoit ®Denepaniui  TEHACHITUIO
pocTa 3a00JieBaeMOCTH JieTell 1 ToapocTkoB [4—8]. Tak,
cpenn MOAPOCTKOB-IITKOJbHUKOB 3I0POBBIE COCTABIISIOT
Tombko 10%, (yHKUIMOHATbHBIE OTKJIOHEHUSI OOHapy-
xeHbl 'y 50%, a xponndeckas maronorust —y 10% [4]. DTo
MPUBOIUT K OTpaHUYEHUIO B BbIOOpe TIpodheccnu y 50%
BBIMTYCKHUKOB 1IKOJ [5]. AHanu3 3a0071eBaeMOCTH TIO-
pocTtkoB 15—17 net 3a 2000—2015 rr. moaTBepaAUST pOCT
yyciaa ciydaeB 3a00JieBaHUI, BBISIBJEHHBIX BITEpBbBIC
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banmoeesa M.H. u coasm. [Ilnnamuka 3aboneBaemMocti oHomeit 15—17 net B Poccniickoit ®eneparin

B XM3HM, Ha QoHe pocra oOIIeil 3abosieBaeMOCTH
B 1ICJIOM, UTO CBUAETEILCTBYET 00 YBEIMYEHUU y Hace-
JIEHUST CTapIIero MOAPOCTKOBOTO BO3pacTa Kak XpOHUYe-
CKOI, TaK M OCTpOIi matojoruu [9].

HactopaxuBaeT To, 4TO B HacTOsIIIIee BpeMsT TTPOUC-
XOOUT POCT PACIPOCTPAHEHHOCTH XPOHMYECKON MaTo-
JIorMu Ha (hoHE CHUXEHUs 00paliaeMOCTH MO TOBOIY
ocTpeIx 3aboseBanuit [1]. IlokasaTenmb COOTHOIICHWUS
0011ell 1 MepBUYHOI 3200J€BAEMOCTH CJIY>KUT UHIMKA-
TOPOM YPOBHS TPO(MWIAKTUKHU TIepexoaa OCTPhIX 3a00-
JIeBaHUI B XPOHUYECKYIO cTaauio. JIaHHBIM ToKa3aTelb
B TIOCJIETHME TOIBI HEM3MEHHO PACTET, OMHAKO TEMIT €T0
pocTa HECKOJIBKO 3aMeTnICs B TTocyienHee Bpems [10].

DPDEeKTUBHOCTh CUCTEMBI 3IpaBOOXpPAaHEHUS U ee
OlIEHKA 3aBUCST OT YPOBHS 3200JIeBAEMOCTH, B TOM YHCIIE
B KaX0#l BO3pacTHO# rpymre HaceneHus [11]. B cBszu
C MBJIOXXEHHBIM U3ydeHHe TeHICHLIMI pocTa 3abojeBae-
MOCTHU U €€ «XpOHU3aluu» y 1oHowel 15—17 net npen-
CTaBJISIETCST aKTyaJIbHBIM.

Ienb nccnenoBaHus: BHIIBUTh OCHOBHbBIE TEHICHIIUN
0011Iei 1 BIiepBbIe B XXU3HU 3apeTMCTPUPOBAHHOM 3260-
JnieBaeMocTy IoHomeir 15—17 ner B Poccuiickoii ®Dene-
pamun 3a nepuon 2000—2017 rr, a TakKkKe IWMHAMUKU
MOKa3aTess «XpOHU3aLN» 3a001eBaHMUIA.

MaTepuan U MeToabl ucciiegqoBaHng

Ha ocHoBe manHbIX (opmbl DenepallbHOrO CcTa-
TucTUYeckoro HaOmoaeHust Nel2 «CeemeHMsI 0 yucie
3a00JIeBaHUIA, 3aPETUCTPUPOBAHHBIX Y TTAIMEHTOB, MPO-
KUBAIOIIUX B pailoHe OOCTYKMBAaHUS MEIULIMHCKOMN
OpraHM3alMr» PACCYUTAHBI U U3YYeHBI CTATUCTUYECKUE
rokasaresiu o011eit 3a001eBa€MOCTH U BIIEPBbIE B XKU3HU
3aperuCcTPUPOBAHHON  3a00JIeBa€MOCTH Y IOHOIIEH
15—17 ner. IlpoaHanu3upoBaH OOIIMI TeMI MpPUpPoOcTa/
yobn mokazaresieir B 2017 . mo otHomeHuto K 2000 .
JlaHHbIe TI0 3a00JIeBaeMOCTH TIPUBOISATCS B pa3pese
KJ1acCOB OoJIe3HEel M OTHENbHBIX OOJIe3HEl B COOTBET-
cTBUM ¢ MexayHapoaHoi kinaccudukanuein 6ose3Hel
necaroro mnepecmorpa (MKB-10). Ha ocHoBaHumu
JTAHHBIX 3200JIeBA€MOCTH BBIUMCIIEH TTOKA3aTeNIb «XPOHU-
3alMn» 3a00J1€BaeMOCTH KaK OTHOIIEHUe o0Iieit 3a00-
JIEeBa€MOCTH K BIIEpBBbIE B KM3HM 3apEeTrMCTPUPOBAHHOMN
3aboseBaeMocTv. [ craTucThyeckoil  00paboTKu
MHOOPMALIMM  UCTTOJIB30BAHbI 3JIEKTPOHHBIE TaOIUIIBI
Microsoft Excel 2010 .

Pe3ynbTathl U 06CyXaeHue

Ananuz dunamuku obujeil 3apeeucmpupo8anHoll 3a00-
nesaemocmu ronouteil 15—17 aem, paccunranaoi Ha 1000
COOTBETCTBYIOIIEro HaceneHus, 3a nepuon 2000—2017 rr.
CBUIIETENIBCTBYET O ee pocte Ha 35,8% (cM. Tabmuiy).
ITo GOMBIIMHCTBY KJaccoB OoOJie3HEW TakKke 3aKOHO-
MEepHO HaOJIoIAeTCsl TIPUPOCT 3a00JIEBAEMOCTH Pa3HOM
CTETIEHW BBIPAXKEHHOCTU. MaKCUMabHBII POCT OOIIEi
3aboJyieBaeMOoCTH y toHotei 15—17 net B 2017 1. mo cpaB-
HeHuto ¢ 2000 . oTMevaeTcsl Mo CAeAYIOIIMM KilaccaM:
HOBOOOpa3zoBaHus (B 2,6 pa3a), 60JIe3HN KPOBU M KPO-

BETBOPHBIX OpraHoB (B 2 pasa), BpPOXIEHHbIE aHO-
Manuu (TIOpoKu pasButusi; B 1,8 paza), Ooje3Hu
cucteMbl KpoBooOpamieHusi (B 1,7 paza), Ooje3Hu
KOCTHO-MBITIIEUHON CUCTEMBI M COETMHUTEIBHON TKAaHU
(B 1,6 pasza), 601e3HN SHIOKPWUHHOW CUCTEMBI, Hapy-
1ieHust ooMeHa BetecTB (B 1,5 pa3za), 00Je3HU HEPBHOM
cuctembl (B 1,5 pasza), 00Jie3HM TJ1a3a U €r0 MPUIATOY-
Horo amnmapara (B 1,4 pa3a), 00Je3HU OpraHOB JbIXaHUS
(B 1,4 paza). MeHee cyllleCTBEHHbI TPUPOCT HaboAa-
eTCs TI0 CIIEAYIOIINM KJlaccaM: OOJIE3HM yXa M COCIICBUI-
Horo otpocTka (Ha 37,8%), TpaBMBI, OTpaBIEHUST U HEKO-
TOpBIE JApPYrve TIOCIEACTBUSI BO3MEUCTBUSI BHEITHUX
npuyrH (Ha 36,6%), 60Je3HU KOXHU U MMOAKOXKHOMN KIIeT-
yatku (Ha 31,6%), ©ole3HM MOYENOJIOBOI CHUCTEMBI
(Ha 30,4%), 6one3Hu opraHoB nuieBapeHus (Ha 17,9%).

Yob11b 00111€1 320071€BAEMOCTH IOHONIEH 32 U3y4aeMblit
repuoz (CM. TabJINILy) 3aperucTPUPOBaHa IO TPEM KilaccaM
0oJIe3Hel: CUMITTOMBI, IIPU3HAKHU 1 OTKJIOHEHHSI OT HOPMBI,
BBISIBJIEHHBIE TIPY KIIMHUYECKHUX W JJAOOPATOPHBIX MCCIIe-
JOBaHMSIX, He KacCU(pUIIMpOBaHHbIE B APYIUX pyOpHKax
(Ha 78,1%), HekoTopble MH(MEKIIMOHHBIE U MTapa3uTapHbIe
6ome3nn (Ha 22,9%), TICUXUUECKHE pacCTpOMCTBAa M pac-
cTpoiicTea moBeneHus (Ha 17,3%).

Ilpn ananuze auHaAMUKW OOIIEi 3a00JeBaeMOCTH
1O OTIETBHBIM OO0JIE3HSIM MAaKCUMAJIbHBIN POCT BBISIBIIEH
MO CJAEOYIOIMM HO30JOTUYECKUM eIWHULIAM: OXU-
peHue (B 4,4 paza), HapyllIeHUs] CBEPThIBAEMOCTH KPOBU
(B 2,9 paza), WMHCYJIMH3aBUCUMBII caxapHbI anabeT
(B 2,7 paza), anemust (B 2,1 pasa), OoJe3HU TOMIXKe-
JIyTOYHOM XeJyie3bl (B 2 pasa), OpoHXuajbHasi acTMa,
acTmaTuyeckuii cratyc (B 1,8 pasa), peakTUBHBIE apT-
ponatun (B 1,8 pasza), Oose3HU, XapaKTepHU3yrlIuecs
MOBBIIIIEHHBIM KPOBSIHBIM JaBieHueM (B 1,7 pasa), anu-
JIeTicusl, 3nwiIenTuYeckuit crarye (B 1,7 pasa), amiepru-
YecKuii puHUT (MOJUTMHO3; B 1,6 pa3a). MeHee cyliecT-
BEHHBII TIPUPOCT BBISIBJICH TTO CJIEAYIOIIUM HO30JIOTUSIM:
muonus (Ha 28,9%), 601e3HM XKETIHOTO TTY3bIPST U XKeJT-
YeBBIBOASIIMX TyTel (Ha 25,9%), TacTpUT U OyOJAEHUT
(Ha 15,1%), mHeBmonuu (Ha 15,0%), XpoHHMUYecKue
00JIe3HN MUHIAIWH 1 afeHonnoB (Ha 12,6%).

Yobinb 001l 3a001eBAEMOCTH FOHOIIEH 3a M3yda-
eMBIl TIepHoJ 3apeTMCTpUpOBaHa B OTHOIIEHWM Clie-
IYIOIIMX HO30JIOTMYECKUX EIUHUIL: OpPOHXOIKTATHUYe-
ckast 60J1e3Hb (Ha 77,8%), XpOHMUYECKHE peBMATHUECKHE
6one3nu cepana (Ha 74,8%), THPEOTOKCHKO3 (THUIIO-
THpeo3; Ha 66,7%), OPOHXUT XPOHWYECKUIA U HEYTOU-
HeHHbIN, sMbm3ema (Ha 58,9%), s3BeHHass OOJE3HB
JKeJTyaKa W JIBeHaAlaTUIepcTHoW Kuiku (Ha 49,3%),
6071e3HU iepudepudecKoil HepBHOI cucteMbl (Ha 33,3%).

AHaAU3 OUHAMUKU BNEPBbIE 8 ICUHU 3aPecUCTPUPOBAHHOU
3abonesaemocmu rwHowell 15—17 nem 3a nepuod 2000—
2017 ee. moKazaj, 4To OOILIMI TeMIT TPUPOCTa JAHHOTO
rmokasaTesist cocTaBua 35,4% (cM. tabamity). Kpome Toro,
BBISIBJICH POCT BIIEpBble B XXM3HU 3apervMCTPUPOBAHHOM
3a00J1eBa€MOCTH 110 OOJIBIIMHCTBY KJIACCOB OOJIE3HEN.
MakcuMaibHBIA POCT OTMEYEH B OTHOIIEHUM CJIEIy-
IOIIMX KJIACCOB 00JIe3Hel: HoBooOpa3zoBaHus (B 2,3 pa3za),
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Tabauya. O6MAs U BiEPBbIE B JKU3HA 3aPErMCTPUPOBAHHASA 3200.1eBaeMocThb IoHomeli 15—17 get B Poccuiickoii Penepanun 3a ne-
puoa 2000—2017 rr., TeMn uX IPUPOCTA/yOBLIH U MOKA3ATE b «XPOHH3ANMM» N0 KJIACCAM M OTIEJIbHBIM 00JIe3HIM

Table. The total and the first time registered incidence of young men 15—17 years old in the Russian Federation for the period
2000—2017, the rate of their growth/loss and the rate of «chronicity» according classes and individual diseases

BriepBbie B XKu3HH

IToka3zarenn
O0mas 3a60- Temn 3aperucTpupo- Temn Temn
«XPOHH3AIHI»
JIeBaeMOCTb, npUpocTa/ BaHHAs 3a00/ieBa-  MpUpPoOCTa/ Gone- npupocra/
Hauvenosanue K1accoB M OTETHBIX na 1000 ronomeii  yobum, %  emocth, Ha 1000  yobum, % 3a0oie yobLH, %
GoJe3neii TS BaeMOCTH
2017 8 % 2017 B % 2017 8 %
2000 2017 o1 2000 2000 2017 or 2000 2000 2017 o1 2000
BCETO, B TOM uncie 1449,5 1968,5 35,8 884,2 1197,1 35,4 1,639 1,644 0,3
HOKOTADEIC MHCKIOHHHE 45 347  -229 346 27 -220 130 129 —12
W mapa3uTapHbie 00JIE3HU
HOBOOOPa30BaHUSI 3,7 9,8 164,9 1,9 43 126,3 1,9 2,3 17
00JIE3HA KPOBU U KPOBE- 6.1 12,3 101,6 2.9 5.2 79,3 2.1 2.4 12,5
TBOPHBIX OPTraHOB
aHEMMUS 4.4 9.4 113,6 2,4 4.0 66,7 1,8 2,4 28,2
HApYUICHHUA CBEPTRIBACMOCTH 044 126 1864 007 022 219, 65 58  —103
KPOBU
DosiesHM SHIOKPUHHOM CHCTeMbI, 3¢ g1 50,6 20,3 20,8 2,5 27 39 46,9
HapylleHuss 0OMeHa BEeIIeCTB ’ ’ ’ ’ ’ ’ ’ ’ ’
TUPEOTOKCUKO3 (TUTIOTUPEO3) 0,41 0,14 —66,7 0,11 0,03 —72,1 3,7 4,4 19,4
WHCYTIMHSABUCUMBIA CAXAPHBIA o7 g7 1687 0,12 028 1333 89 10,3 15,0
nuabet
P i e 0,08 0,09 7,3 0,02 002 353 48 38 207
caxapHbIil quabder
OXUPEHUE 6,6 29,3 343,9 1,4 6,3 350,0 4,71 4,65 -1,3
NEPEEENSERIPRREEIES  geh  @me s 8E % -60.8 4,1 86 110,6
CTpOICTBA MOBEACHUS ? ’ ? ? ? ? ’ ’ ’
Bone3nu HepBHOM CHCTEMBI 72,3 106,8 47,7 20,7 28,7 38,6 3,5 3,7 6,5
SIUJIETICUS,, SITUJIENITUUECKIIA 3.9 6.6 69.2 0.6 08 333 6.5 33 26.9
CTaTyC bl bl 9 9 bl bl bl bl 9
Goxnesru nepucepiieckoi 39 26 -333 1,6 10 375 24 26 6,7
HEPBHOM CUCTEMBI ’ ’ ’ ? ’ ’ ’ ’ ’
IBEMEET MRCE (M CRO MRS s ) a5 4l 33,7 475 40,9 3,7 3.8 1,9
arnmnapara
MUOTIUS 76,4 98,5 28.9 12,8 16,2 26,6 6,0 6,1 1,9
Banesiut yxa 1 cocLicBHAHOTO 32,0 44,1 37,8 20,1 31,9 587 1,6 14 —132
OTPOCTKA
Bone3nu cucteMbl KpoBoobpameHus 35,1 60 70,9 12,4 18,6 50,0 2,8 3,2 14
’6‘p°“”“e°“”e peBMaTiHecKkne 1,07 027 -748 018 0,03 -81,7 61 84 38,0
OJIE3HU CEpALIA
GOJIE3HH, XapaKTEPU3YIOIIAECS
ITOBBIIIIEHHBIM KPOBSIHBIM 3,8 6,5 71,1 1,4 1,9 35,7 2,7 3,4 26
TABIEHUEM
Bosne3Hu opraHoB IbIXaHUST 504,8 717,4 42,1 4259 6394 50,1 1,2 1,1 -5,3
ITHEBMOHUU 4,0 4.6 15,0 4,0 4,6 15,0 1,0 1,0 0
QUICPIUYCCKHIf PUHHT 52 84 61,5 16 22 37,5 33 38 17,5
(MOJTUHO3)
U LS L 238 268 12,6 6,1 6,4 4,9 3,9 42 7,3
JIAJINH U aICHOUIOB ’ ’ ’ ’ ’ ’ ’ > ’
s 56 23 —58,9 1,6 1,2 250 35 1,9  —452

TOYHEHHBIH, aMpu3emMa
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OxoHuanue mabauybt

Bnepsbie B XXU3H1

O0mas 3a60- Temn 3aperucTpUpo- Temn «XH?)I::::‘a:e::;» Temn
JIeBaeMOCTb, npupocTa/ BaHHAs 3a00sieBa-  MpUpocTa/ P " npupocTa,/
Hanvenosanue K1acco 1 OTICTLHbIX na 1000 ronomeii  yOobuma, %  emocth, Ha 1000  yObuma, % IS yobuH, %
Goe3neii ' mﬂ:)meﬁ ' BaeMOCTH '
20178 % 20178 % 20178 %
2000 2017 o1 2000 2000 2017 or 2000 2000 2017 or 2000
OpOHXO03KTaTU4eCcKas 00Je3Hb 0,9 0,2 —77,8 0,2 0,1 —50,0 4,5 2,0 —55,6
CPEIEETEINITA RN, IONETE g5 g 84,8 1,5 1,8 20,0 8,8 13,6 54

YECKMI CTaTyC

Bojie3Hu opraHoB IMUILEBAPEHUS 1254 147,9 17,9 43,5 50,7 16,6 2,88 2,92 1,2
A13Ba XKEJY/IKA, TBEHa/IATH- 6.9 55 —493 2.0 0.8 —60,0 3.5 4,4 26,8
MEPCTHOM KULIKA
racTpUT U TyOJIEHUT 43,8 50,4 15,1 10,8 12,9 19,4 4,1 3,9 -3,7
00JIE3HU XKETYHOIO Ty3bIpst 17.4 219 25.9 3,6 5.6 55,6 4.8 3,9 ~19,1
M XKETYEBLIBOMSIIUX ITyTEH
00JIE3HM TTOKETYLOYHOI 0,99 2,01 103,0 0,25 0,62 148,0 4,0 3,2 —18,1
KeJIE3bI

L5(on 0201 0504 2 IR 05 61 68,7 90,4 31,6 523 59,0 12,8 13 15 16,6

KJIETYATKHI

FORNEIEIIOTIOEONSI: g jame 955 B4 S I8 28 835 06

TEMBI Y COCTMHUTEIbHON TKaHU

PEaKTUBHBIC apTPOIIATUN 0,8 1,4 75,0 0,3 0,4 33,3 2,7 3,5 31,3
BosesHn MoyenosoBoii CUCTEMBI 28,6 37,3 30,4 10,8 13,3 23,1 2,6 2,8 5,9
R I R V) -2.8 3,3 2,9 —12,1 44 48 10,6
I/I Hp. 9 . 9 9 9 9 b bl bl
MoueKaMeHHas 00J1e3Hb 0,8 0,8 0,0 0,3 0,2 —33,3 2,7 4,0 50
BpoAICHERCIAHOMATANHOPOKH 14,0 249 77,9 3,0 2,8 —6,7 47 89 90,6
pa3BI/ITI/IH) 9 9 bl 9 9 bl 9 9 bl

CI/IMHTOMI)I, IIPU3HAKKU U OTKJIO-
HCHUS OT HOPMBI, BbISIBJICHHBIC

MpU KIMHUYECKUX U JIabopaTopHbIX 13,7 3,0 —78,1 7,1 2,6 —63.,4 1,9 1,2 —40,2
MCCIIEI0BAHUSX, HE KIaCCU(DUII-

pPOBaHHBIE B APYTUX PyOpUKax

TpaBMbI, OTpaBJICHMSI U HEKOTOPBIE

TIPYTHE MTOCIEACTBUAS BO3IECHCTBUS 136,5 186,5 36,6 134,0 186,5 39,2 1,02 1,00 —1,8

BHCIIHUX MMPUYNH

0oJIe3HN KPOBU M KPOBETBOPHBIX opraHoB (B 1,8 pasa),
0OJIE3HM yXa M COCIeBUIHOTO oTpoctka (B 1,6 pasa),
OoJie3HU opraHoB nbixaHusi (B 1,5 paza), Ooyie3HU CHC-
TeMbl KpoBooOpateHus (B 1,5 pasza), 601e3HM 11a3a 1 ero
npugaToyHoro armrmapata (B 1,4 pasza), TpaBMbl, OTpaB-
JIEHWSI U HEKOTOpbIe ApPYrHe TOCIEACTBUS BO3ICHCTBUS
BHemIHMX npuuuH (B 1,4 pasa), 6ojie3HW HEPBHOM CHC-
TeMbl (B 1,4 pa3a). MeHee BbIpaskeHHBIN ITPUPOCT BIIEPBbIE
3apeTUCTPUPOBAHHON 3a00JIEBAEMOCTH OTMEUEH TIO Clie-
NYIOLIMM KJ1accaM 0oJsie3Hel: 00JIe3HU MOYETION0BOI CUC-
TeMbl (Ha 23,1%), 60/Ie3HN KOCTHO-MBIIIIEUHON CUCTEMBbI
U COeIMHUTENbHOM TKaHu (Ha 20,8%), 60J1e3HM OpraHOB
nuineBapeHust (Ha 16,6%), 60Jle3HN KOXU Y TTOAKOXHOM
kinetdatk (Ha 12,8%) Gone3HM SHIOKPWUHHON CHCTEMBI
1 HapyIIeHusl oOMeHa BelecTs (Ha 2,5%).

YObIIb  BHOBb  3apeTUCTPUPOBAHHON  3aboyieBae-
MOCTU HaOJjIo/anach MO YeThlpeM Kiaccam Oose3Heil:

CUMTITOMBI, TIPU3HAKN Y OTKJIOHEHUST OT HOPMbI, BBISB-
JICHHBIC TIPU KIMHWUYECKUX W JJAOOPATOPHBIX MCCIIENO-
BaHUSX, He KIAaCCU(PUIIMPOBAHHBIE B APYTUX pyOpHKax
(Ha 63,4%), IcMXUYecKKe pacCTPOMCTBA U pacCTpOiCTBa
moBeneHust (Ha 60,8%), HekoTopble WHOEKIIMOHHBIE
¥ Tlapa3uTapHble 6oJe3Hu (Ha 22,0%), BpoKIeHHBIE aHO-
MaJiuu (TTOPOKU pa3BUTHS; Ha 6,7%).

Ilpu anHamu3e AUMHAMUKU TepPBUYHON 3abosieBae-
MOCTH y IOHOINIEW IT0 OTHENBbHBIM OOJIC3HSIM MaKCH-
MaitbHbIH pocT B 2017 1. o cpaBHeHM1o ¢ 2000 T. BbISIBJIEH
MO CJAEAYIONIUM HO30JIOTMYECKUM €MHULIAM: OXUPEHUE
(B 4,5 paza), HapyllIeHUs] CBEpPTbIBAEMOCTU KpoBU (B 3,2
paza), OoJie3HM MOKeNyIOoYHON kene3bl (B 2,5 pasa),
WHCYJIMH3aBUCUMBIN caxapHblii nuaber (B 2,3 pasa),
anemust (B 1,7 pasa), O0JIe3HM KEITUHOTO ITy3bIPsI U KeJ-
YeBBIBOASIINX ITyTei (B 1,6 pa3a). MeHee BBIpaXKeHHBIN
MPUPOCT MEPBUYHON 3a00JI€BAEMOCTU OTMEUYEH IO Clle-
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IYIOIIAM HO30JIOTMYECKUM €IMHULIAM: aJIepTUUecKuit
puHMT (ToMHO3; Ha 37,5%), 601e3HU, XapaKTepu3ylo-
IIIMeCsT TTOBBIIIIEHHBIM KPOBSIHBIM IaBieHueM (Ha 35,7%),
WHCYJIVHHE3aBUCUMBIN caxapHblii auabet (Ha 35,3%),
peakTUBHBIE apTponaTuu (Ha 33,3%), snuierncus, 3mu-
nentudeckuii cratyc (Ha 33,3%), muorms (Ha 26,6%),
OpoHXUaTbHas acTMa, acTMaThdeckuii ctatyc (Ha 20,0%),
racTpuT u ayoneHut (Ha 19,4%), mHeBMoHuu (Ha 15,0%),
XpOHUYECKUe 60JIe3HN MUHIAIWH U aneHouaoB (Ha 4,9%).

Vobu1b  mepBUMYHOI  3a00JIeBa€MOCTH  IOHOIIEH
15—17 net 3a u3yyaemblil TIeproa OTMEUYEHa MO CJeay-
OIIMM OO0JIe3HSIM (CM. TaOJIMILY): XPOHUYECKUE peBMa-
Th4YecKue Gonie3Hu cepana (Ha 81,7%), TUPEOTOKCHKO3
(runotupeos; Ha 72,1%); s3BeHHasT OOJIE3Hb XXeEylKa,
JIBEeHAILIATUTIEPCTHOM KUITKKU (YyObuth Ha 60,0%), O6poH-
XO0dKTaTHJeckas 6ose3nb (Ha 50,0%), 6one3nu nepude-
pUYECKOI HepBHOM cucTeMbl (Ha 37,5%), MoueKaMeHHast
6one3nb (Ha 33,3%), OpOHXUT XPOHUYECKUI W Hey-
TOYHEHHBIN, 3Mpuzema (Ha 25,0%), TIIOMepynsipHbIe
GoJie3HM TIouek u Ap. (Ha 12,1%).

Ananuz JunHamuku nokazamens <«XpoHusauuu» 3abone-
eaemocmu ronoweli 15—17 aem 3a miepuon 2000—2017 rr
BBISIBUIT ero pocT Ha 0,3%, KOTOPBI CBUIETEIBCTBYET
O TOM, 4YTO HOJSI XPOHMUYECKOM TATOJOTMHU B CTPYKTYpe
PETUCTPUPYEMBIX 3a00JIeBaHUI TMPAKTUYECKU HE M3Me-
Hutack. OQHAKO MPU aHAIM3e TEMITOB pOCTa MoKa3aTeIst
«XPOHM3AIMN» TI0 OTIETBHBIM KJIaccaM 00JIe3He OTMeUeH
€T0 3HAYUTETbHBIN POCT B OTHOIIIEHUU MICUXUYECKUX pac-
CTPOMCTB M paccTpoiicTB noBeaeHus (B 2,1 pasa) u Bpo-
KIEHHBIX aHOMaJuii (TopokoB pa3Butusi; B 1,9 paza).
IMpu 3TOM poCT TOKa3aTeNlsd «XpPOHM3ALUW» TI0 KIIaccy
TICUXWYECKHME PACCTPOMCTBA M PACCTPOMCTBA TIOBEACHUS
OOBSICHSIETCS TIOJIOKUTEIbHBIMU  TEHACHIIUSIMUA  3HAYU-
TEJIBHOTO CHIKEHUS PETMCTPaIli BIIepBhIe BBISIBIEHHOM
marojiornu (Ha 60,8%) Ha (oHe MeHee 3HAYUTETHLHOTO
CHIDKeHUsI obIieit 3aboneBaeMoct (Ha 17,3%). MeHee
BBIPaXKEHHBIN TTPUPOCT TMOKA3aTeNsT «XPOHU3ALNN» 3ape-
TMCTPUPOBAH B OTHOILIEHUH O0JIe3HEN 9HIOKPUHHOM CUC-
TeMbI, HapylIeHnii oOMeHa BelecTB (Ha 46,9%), HOBOO-
6pazoBanmii (Ha 17,0%), Gone3Hel KOXM M TTOIKOXHOM
KieTdatku (Ha 16,6%), Goje3Heil cucTeMbl KpoBOOOpa-
menus (Ha 14,0%), Gone3Hell KpOBM U KPOBETBOPHBIX
opraHoB (Ha 12,5%). HekoTophbIit MpUpOCT JTaHHOTO MOKa-
3aTeNist OTMEUEH 10 KilaccaM OOJIe3HU HEPBHOM CHCTEMBI
(Ha 6,5%), 6oNe3HN MOYETIONOBOM cucTeMbl (Ha 5,9%),
00JIe3HM TJ1a3a M ero MpuaaTtoyHoro armapata (Ha 1,9%)
1 60JIe3HU OpraHoB MuIneBapeHus (Ha 1,2%).

ITo oTnenbHBIM 0OJIE3HSIM MAaKCUMAJIbHBINM TTPUPOCT
TEMITOB «XPOHU3AIMU» OTMEYEH MO CIEAYIOIIUM HO30-
JIOTUYECKUM eIWHUIIAaM: OpOHXMWaJllbHasi acTMa, acTMa-
Tnyeckuii craryc (Ha 54,0%), MouekamMeHHasi 0OJIe3Hb
(ma 50,0%), XpoHHMYeCKHEe peBMaTHYeCKue OOJIe3HU
cepnua (Ha 38,0%), peakTuBHbIe apTporatuu (Ha 31,3%),
aHemust (Ha 28,2%), OIWIENICHUS, BIWICITUUCCKUIA
cratyc (Ha 26,9%), si3BeHHass OOJIe3Hb XKeJyaKa, JBe-
HaIATUTIEPCTHOM KUIIKK (Ha 26,8%), 6one3HM, Xapak-
TEPU3YIOIINECST TIOBBIIIEHHBIM KPOBSIHBIM JIaBJICHUEM

OPUINHAJIbHBIE CTATbU

(Ha 26,0%), TMpeoToKCHKO3 (rumoTtupeo3; Ha 19,4%),
aJuTepruuecKuii puHUT (ToymMHo3; Ha 17,5%), mHCy-
JINH3aBUCHUMBIN caxapHbIii auaber (Ha 15,0%). MeHee
3HAYUTEJIBHBIN TPUPOCT TEMITOB «XpPOHU3ALIMH» BBISIBIICH
10 HO3O0JIOTUSIM TJIOMEPYJISIpHbIE OOJIE3HM TTOYKU U JIp.
(Ha 10,6%), xpoHnueckue 60JIe3HN MUHIAIVH U aJeHO-
unoB (Ha 7,3%), Gone3Hu Tepudeprueckoil HepBHOM
cuctemsl (Ha 6,7%), muonus (Ha 1,9%).

Yobu1b TIOKa3aTelNsl «<XpOHU3alMU» OTMEUYeHa 110 clie-
NIYIOIIMM KJIaccaM 3a00JIeBaHUI: CUMIITOMBI, TTPU3HAKU
U OTKJIOHEHUWSI OT HOPMBbI, BBISIBIEHHBIE TIPU KJIMHUYE-
CKMX U JJaOOPATOPHBIX UCCIIEIOBAHUSIX, HE KJIaCCU(DUIIMN-
poBaHHBIE B Apyrux pyopukax (Ha 40,2%), 6one3Hn yxa
U COCLIEBUIHOTO oTpocTKa (Ha 13,2%), 601€3H1 OpraHOB
nbixaHus (Ha 5,3%), TpaBMBI, OTpaBJIeHUs U HEKOTOPbIE
Ipyrre TIOCJEACTBUST BO3MEUCTBUSI BHEITHUX TPUIMH
(Ha 1,8%), HekoTOpbIe MH(MEKIMOHHBIE U TTapa3uTapHbIe
6one3nu (Ha 1,2%).

ITo oTmeNMbHBIM HO30JIOTMYECKUM EIMHUIIAM Hau-
OoJibliasi yObUIb TIOKa3aTesisl «XpPOHU3alMW» Ha0JI0-
TaeTcsl IS CIIEAYIOIINX 3a00JieBaHUN: OpPOHXOIKTATH-
yeckast 6oye3Hb (Ha 55,6%), OPOHXUT XPOHUYECKMIA
W HEYTOYHEHHBIW, sMpuzema (Ha 45,2%), WHCYIUH-
He3aBUCUMBIN caxapHblii muaber (Ha 20,7%); MeHee
BBIpaXXeHHAas YObUIb — [UIS OOJIE3HEN XXEIYHOTO My3bIPs
W KeTUeBBIBOAAIIMX myTei (Ha 19,1%), Gone3Heli mo-
JKeTyIOUIHOM Xene3bl (Ha 18,1%), HapylleH!ii CBepThIBa-
eMocTu KpoBu (Ha 10,3%).

BbiBOoAbI

1. V¥ wHomeit 15—17 net 3a nepuon 2000—2017 rr.
BBISIBJIEH TIPUPOCT 0OIlIeit 3aboneBaemoct Ha 35,8%.
ITpu 3TOM MaKCHMaTbHBIN POCT HAOTIOOAETCS IO CIIEIY-
IOIIMM KJTaccaM: HOBooOpa3oBaHwus (B 2,6 pa3a), 60yie3HU
KPOBU U KPOBETBOPHBIX OPTaHOB (B 2 pa3a), BPOXKIEHHBIE
aHomanuu (mopoku pasButus) (B 1,8 pasza), 6onesHu
cucteMbl KpoBooOpamieHusi (B 1,7 paza), 0ojie3Hu
KOCTHO-MBITIIEUHOM CUCTEMBI M COSTMHUTEIBHON TKaHU
(B 1,6 pasza), 6oie3HN SHIOKPWUHHOW CUCTEMBI, Hapy-
1eHust ooMeHa BelecTs (B 1,5 pasa).

2. AHanu3 JMHAMMKU BIIEpBbIE B XU3HU 3aperv-
CTpUpPOBaHHOI 3a00jieBaeMOCTH IoHomIel 15—17 et
3a niepuoa 2000—2017 rr. mokasa, 4To OOIIWt TeMIT ee
npupocra coctaBwil 35,4%. Ilpu 3TOM pPOCT 3aKOHO-
MEpHO 3aperMCTPUPOBAH U IO OOJBIIMHCTBY KJIaCCOB
Oosie3Helt: HoBooOpaszoBaHusi (B 2,3 pasza), 0Ooje3HU
KpPOBM U KPOBETBOPHBIX opraHoB (B 1,8 pasa), 6osie3Hu
yXa M COCIEBMIHOTO oTpocTka (B 1,6 pasa), 60je3HU
opraHoB JibixaHus (B 1,5 pa3a), 60J1€3HU CUCTEMbI KPOBO-
obpamieHwms (B 1,5 pasza).

3. Temm mpupocTa rnmokasaTesisl «XpOHU3aln» 3a00J1e-
BaHUI CyMMapHO 110 BceM Kiaccam 3a iepuos 2000—2017 rr
y toHoueit 15—17 net coctasu Beero 0,3%; 310 cBUAETEIb-
CTBYET O TOM, YTO POCT 0OI1Ieii 32a60J1eBa€MOCTH TIPOM3OIIIET
3a CYeT KakK BIEPBbIE BBISIBICHHON, TaK M XPOHUYECKOM
naroyiornd. OnHAKO MO psiy KiaccoB OoJie3Heit HabIro-
JTaeTCsT 3HAYUTENIBHBIN pPOCT TIOKa3aTeNsl «XPOHU3ALU»
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3a00JIeBaHUI: TICUXUUECKUE PACCTPOICTBA U pacCTPONCTBA
noBeieHus (B 2,1 pasza), Bpoxk/ieHHbIe aHOMaIU (TTOPOKHU
pasButust; B 1,9 paza), 00oie3HN 3HAOKPUHHON CHCTEMBI,
HapylieHust ooMeHa Beiects (B 1,5 paza). B orHomenuun
OTHEBHBIX HO30JIOTUUECKUX EIUHUIL MaKCUMAaTbHBIA
TPUPOCT TEMITOB «XPOHU3ALUN» OTMEUYEH IO CJIETYIOIIM
3a00yieBaHMsIM:  OpOHXMaJIbHasl acTMa, AacTMaTUYeCKUid
cratyc (Ha 54,0%), mouyekameHHast 6omne3Hb (Ha 50,0%),
XPOHMYECKHME peBMaTuUecKue 6ose3nu cepana (Ha 38,0%),
peakTuBHBIe apTporniatuu (Ha 31,3%), anemust (Ha 28,2%),
SIMJIETICHSI,  DIWIENTUUeCKUid  ctatyc  (Ha  26,9%),
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KJINMHUYECKUE CJT1YHAU

JeduuuT nUpyBaTIeruapoOreHa3Horo KOMILIEKCA — peIKoe MUTOXOHIPHAJIbHOE

3a0o0JieBaHKNe Y MaJIbYMKa 4 JieT

C.A. Boseuna', 4./1. Xanuyanuna', E.A. Huxonaesa?, P.M. Caiipyanuna’, A.P. llakuposa’
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20CIN «Hay4yHo-1ccnenoBaTesbCkuii KIMHUYECKUIA HCTUTYT neamaTpun M. akagemuka tO.E. Benstuwera» Gra0y BO
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STAY3 «[leTckas pecnybnukaHckas kKnMHmdeckasa 6onbHMua MuHmMcTepcTBa 3apaBooxpaHeHma Pecnybnuku TatapcTtaH»,
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Pyruvate dehydrogenase complex deficiency — a rare mitochondrial disease in a 4-year-old boy

S.Ya. Volgina', Ch.D. Khaliullina', E.A. Nikolaeva?, R.M. Sayfullina®, A.R. Shakirova’

'Kazan State Medical University, Kazan, Russia;

2Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,

Moscow, Russia
3Children’s Republican Clinical Hospital, Kazan, Russia

Jednumt nUpyBaTAErHIPOreHA3HOro KOMILIEKCA — pelkoe MUTOXOHIPHAJIbHOE 3200J1eBaH1e, XaPAKTePU3YIOLIeeCs IMMPOKUM CIeK-
TPOM HeiipoMeTad0IMYeCKUX NPosiBJieHHi. 3a00/1eBaHNe BbI3BAHO HEJOCTATOYHOCTDIO 3TOr0 MY/IbTH(EPMEHTHOTO KOMILIeKca, o0ec-
NEeYHBAIONIEr0 MHTErPANMIO MPOIYKTA YIJIEBOJAHOr0 0OMeHa — MUPYBaTa B dHEpreTHYecKuii MeTado.m3m Kietku. Hanbosee yacro
NPUYMHON NerIuTa yKa3aHHOro KOMILIeKca cykat MyTtaiuu B rene PDHAI (Xp22.1), konupymwoiero E1-anbha-cyobeaunuiy.

[IpencraBieno KIMHAYECKOE HAGMIOEHNE 32 MAJBYMKOM C 1e(HIIMTOM MUPYBaTAeruaporeHasbl. JIuarao3 6pu1 NocTaBieH HA OCHO-
BAHUU COBOKYNHOCTH KJIMHMYECKHNX, JA0OPATOPHBIX U MHCTPYMEHTAJIbHBIX IAHHBIX: OTCTABAHUE B (DU3MIECKOM M IICUXOMOTOPHOM
passutuu, auddy3Has MblieYHAs THIOTOHMSA, JAKTAT-ANKI03, HEBPOJIOrHYECKHE MPOSABJICHHS, U3MEHEHHsI CHTHAJIA B 00JacCTH
Tajamyca (10 JaHHBIM MATHUTHO-PE30HAHCHOW TOMOTPa()HK rOJI0BHOTO MO3ra), BbIsIBJIEHHE reMU3UTOTHON MyTauuu B 12-M dK30He
reda PDHA I npu npoBeneHuu 3k30muHoro ceksenupoanusi JIHK. PedeHok mosiyyaeT MeTa00aM4ecKyro Tepanmio, Ha (hoHe KOTOPOii

OTMEYAETCA MOJI0KUTEIbHAA JTHUHAMMKA.

ITomuepkHyTa BAXKHOCTb CBOEBPEMEHHOTO OCYINECTBJIEHHUS JUATHOCTHYECKOTO MOUCKA M HAYa1a MeTa0oimyeckoi Tepanun. [163anee
YCTAHOBJIEHHE JUATHO3A MPUBOIUT K HEOOPATHMBIM OCJIOKHEHHSAM M 3HAYNTEJIBHO YXYIIAeT KA4eCTBO JKU3HN 0OIbHbIX.

Karouesote caosa: demu, mumoxoHopuanvroe 3abonesanue, oeuyum nupyeamoecuopoeeHasol.

Ansa untupoBanus: Bonrvuna C.5., XannynnuHa Y./4., Hukonaesa E.A., CavigpynnnHa P.M., LLlaknposa A.P. [lepuunt nupysBataeruaporeHas-
HOro KOMrijiekca — penkoe MUTOXOHAPUAaIbHOe 3aboeBaHune y 4-neTHero Masabynka. Poc BecTH nepuHarton v neamarp 2020; 65:(2): 86-91.

DOI: 10.21508/1027-4065-2020-65-2-86-91

Pyruvate dehydrogenase deficiency is a rare mitochondrial disease characterized by a wide range of neurometabolic manifestations.
The disease is caused by insufficiency of this multienzyme complex, which ensures the integration of pyruvate (the carbohydrate
metabolism product) into the cellular energy metabolism. This complex deficiency is mostly caused by the mutations in the E1 alpha

subunit-encoding PDHAI (Xp22.1) gene.

The article presents a clinical case of a boy with pyruvate dehydrogenase deficiency. The patient was diagnosed on the basis of a
combination of clinical, laboratory and instrumental data: retardation in physical and psychomotor development, diffuse muscle
hypotension, lactic acidosis, neurological manifestations, thalamus signal changes (according to magnetic resonance imaging of the
brain), hemizygous mutations of the 12th exon of the PDHAI gene during exomic DNA sequencing. We observed positive dynamics

against metabolic therapy.

The authors emphasize the importance of the timely diagnostics and initiation of metabolic therapy. Late diagnostics causes irrevers-
ible complications and significantly worsens the quality of patient’s life.

Key words: children, mitochondrial disease, pyruvate dehydrogenase deficiency

For citation: Volgina S.Ya., Khaliullina Ch.D., Nikolaeva E.A., Sayfullina R.M., Shakirova A.R. Pyruvate dehydrogenase complex deficiency — a rare
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eUIIUT TMPYBAaTAEIMIPOreHa3HOTO  KOMILIEKCA
(MKB-10: E74.4, OMIM: Ne245348, Ne245349,
Ne246900, Ne312170, Ne608782, 614111) — penkoe Heii-
POMETA0OIMIECKOE MUTOXOHAPHAIBHOE 3a00JIeBaHME,

XapaKTepus3yrueecsa MUPOKUM CIIEKTPOM KIIMHUYCCKHUX
IIPU3HAKOB C HEBPOJIOTMYECCKMMUN U MeTaboIMIeCKIMU
ITPOABJIICHUAMU pasmmeoﬁ CTeTIeHU TsKecTu. TouyHas
pacripoCTpaHCHHOCTb IMAaTOJIOTMM HEU3BECTHA, IPEAIo-
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Boseuna C.A. u coasm. HCCI)I/II_[I/IT MUPYBATACTUAPOTr€HA3HOI0 KOMILIEKCA — PEAKOE MUTOXOHAPHUAIBHOE 3a00J1eBaHNe Y MajJibuuKa 4 ner

noxurenbHo MeHee 1 Ha 1 000 000 (opdanHOe 3abose-
BaHUE), B UCTOYHUKAX JUTEPATYPhl UMEIOTCST CBEICHUS
oosiee yeM 0 400 GosbHBIX [1].

3abosieBaHME BBI3BAHO HEIOCTATOYHOCTHIO MUPYBAT-
JNETUIPOTEHA3HOTO  KOMITIEKCa,  TPEICTaBISIONIETO
CcO0OI CIIOXHYIO CTPYKTYDY, BKIIIOUAIOIIYI0 HECKOJIBKO
OEJIKOBBIX KOMITOHEHTOB M KO(aKTOPOB, B TOM 4YHCIIE
3 sn3uma — El1, E2 u E3. Ou3um El (nupyBaTtneruapo-
reHasa) TakKke WMeEET CJIOXHOE CTPOEHHE M COCTOMT
u3 2 anbda- u 2 Oera-cyobenuHuil. Hambosee uvacto
MPUYUHOK OOJE3HU CIAYXKUT AedeKT CyObeanHULIbI
El-anbda, xoropyro komupyet reH PDHAI, nokanuzo-
BaHHBI Ha KOPOTKOM TIuieye XpoMocoMmbl X (Xp22.12).
Tun HacnemoBaHusi 3TOi (popmbl 3a0oneBaHus X-Clie-
IJICHHBIM JOMWHAHTHBIA. MyTauuu B JOPYIMX TeHax,
KOIUPYIOIINX CTPYKTYPhI MHUPYBATACTUAPOTeHA3HOTO
KOMILIEKCa, HACJIEMYIOTCS IO ayTOCOMHO-PELIECCUBHOMY
TUITY ¥ BCTPEYAIOTCs ropas3io pexe [2].

B HOpMe upyBaTAeTMAPOreHa3HBIM KOMITIEKC (DYHK-
LIMOHUPYET Ha KOHEYHOM 3Talle KaTabom3ma yrieBoIoB,
obecrieyrBaeT TpaHcpopmalMioo THMpyBata ¢ 00pas3o-
BaHueM aneTui-KoA — BaxkHOTO cyOcTpara [Jjis LMKIIa
TpuKapooHoBbIX KucyoT (Kpebca). Takum obpazom, yka-
3aHHBI SH3UMHBI KOMIUIEKC 3aHMMAaeT LEHTpaJbHOE
MECTO B OMO3HEPTreTUYECKHUX Mpolieccax Kietku [1, 2].

Ilpr HeAOCTATOUHOCTH TMUPYBATIAECTMAPOTEHA3HOTO
KOMIUIEKCa KJIMHUYeCKasT KapTUHA 0OJIE3HN 3HAYUTETHHO
BapbUpyeT TIO CTEMEeHW TSKECTH U BO3pacTy nebroTa.
Boiensitor 3 OoCHOBHBIE KJIMHMYeCKHWE (OpMbl: HEOHa-
TaJbHBIN JIAaKTaT-allMa03; MJlaaeH4ecKyo JIn-mompooHyo
SHIIe(haTOMUOTIATUIO; OTHOCUTEHLHO TIO3THO MaHMbe-
CTUPYIOIIME HEBPOJOTUYECKUE PACCTPOICTBA — aTaKCusI,
IUCTOHUS, Tepudepudeckas Helporatusi. HeoHa-
TaJIbHBIN JIAKTAT-aLIMI03 OTJINYAETCS TSKETBIM TeUeHUEM,
BSUTOCTBIO pebeHKa, TUTTOTOHUEH, OTCYTCTBHEM TTPUOaBKU
MAacchI TeJla, PeCITMPaTOPHBIMU PACCTPOMCTBAMU, HEPEIKO
coueTaeTcsl ¢ TUrepaMMoHMeMmueir. OnucaHbl Cclydau
C aHOMaJMSIMA TOJIOBHOTO MO3Ta M JTUCMOP(HU3ZMOM
JIWIIA — y3Kas TOJI0Ba, JJTMHHBINA (GUIIBTP, IIUPOKasT Iepe-
HocMlla M pacuiMpeHHble Hosapu. [lpu Jlu-momoGHoi
SHIIe(ATOMUOTIATUN TIEPBBIE TIPU3HAKU OOBIYHO TIOSIB-
JISIIOTCST Ha 4—8-M Mecsile KU3HU: OTCTaBaHue B (hU3U-
YeCKOM W TICUXOMOTOPHOM pa3BUTHUM, TIOTepsl paHee
MPUOOPETEHHBIX HAaBBIKOB, TUIIOTOHUSI W JUCTOHUS,
CYIOPOTH, aTaKCusl. XapaKTepHble N3MEHEHHUsI OTIpeIeIsi-
JOTCST Ha KOMITBIOTEPHOM TOMOTpaMMe TOJIOBHOTO MO3Ta:
M3MEHEeHNe CHUTHajla B o0sacTh 0a3aJibHBIX TaHTJIMEB,
a TaKkKe BEHTPUKYJIOMETAIMsI, areHe3us MO30JIMCTOTO
tena. [lpu nmo3nHo MaHudecTupytolieit hopme 0ose3HU
MepBbie CUMIITOMBI MOTYT BO3HUKHYTh B IIEPUOJIBI CTpecca
WIA WHTEpKyppeHTHoro 3aboneBaHusi. HaOmomarorcs
IIATKOCTh TIOXOIKHW, MBIIIeUHas CJaboCTh, OSIMU30MIbI
JICTOHUU U CITACTUKU, KOTOPBIE YCYTYOISIOTCST BO BpeMst
(usnueckoit Harpy3sku. buoxumudeckue HapylieHUs
MPpY BCeX KIMHMYECKMX (DOpMax 3a00JIeBaHUs BKITIOYAIOT
MpeXae BCETO MEeTabOIMYECKUil alnao3, TUTIEPITUpyBaT-
W TUTIepJIaKTaTauuaemMuo [1-3].

i yCTaHOBJIEHWST JOWArHO3a TIPOBOIAT MCCIIEIO0-
BaHWE KPOBHM C BBHISIBJICHUEM TTUPYBAT- U JJaKTaT-allu103a,
OTPENEIISTIOT (hePMEHTHYIO aKTUBHOCTD MTMPYBATAECTHIPO-
reHasbl B Jum@orutax uiam ¢pudpoodnacrax. s OKoH-
YaTeJIbHOTO TIOATBEPXKICHUST IUArHO3a OCYIIECTBISIOT
MOJIEKYJIIPHO-TEHETUYECKOE hcciieoBaHue [4].

Tlpyu muddepeHumnanbHOM AUATHOCTUKE CJIEAyeT
WCKJTIOYaTh JpyrMe TPUYUHBI TTePBUYHOTO JIaKTaT-
anmno3a (opraHuyeckue aluaypuu, HapylleHus TJto-
KOHEOoreHe3a, IIMPOKUI CHEKTP MUTOXOHIPUATBHBIX
3a00JiIeBaHU I, OOYCIOBICHHBIX Ae(eKTaMU 3JIeKTPOHHO-
TPAHCITOPTHOM 1IeTTM, TTOYSYHBIM KaHaJbLIEBBIM alnmo3
U Ap.), nepuHatajibHyto narojoruto [IHC, cnuHanbHy10
MBIIIIeUHYI0 aTpoduto u ap. [5].

BaxkxHO MOgYepKHYTh, UTO CrenuduIecKasr Tepamus
HEIOCTATOYHOCTH  TMUPYBATAECTUAPOTEHA3HOTO  KOM-
TieKkca 10 cUx mop He pasdpaboraHa. OmgHaKo TeuyeHUe
3a0o0JieBaHMST 00JIeryaloT o0ecreyeHreM TalreHTa ajib-
TEPHATUBHBIM MCTOUHUKOM dHepruu. C Leiabio yMeHb-
IIEHWsT CUHTE3a W HAKOIJICHUs MHMpyBaTa TaKUM JETSIM
PEKOMEHIIYeTCsSl COOMIONATh TUeTy — HU3KOYTJIEBOIHYIO,
0o0oralieHHy0 XUpaMH, a TIPH YXYAIIEHUU COCTOSTHMS,
HAJIMYWUK TUCTOHWYECKUX SIBIEHUN Ha3HA4YaeTCs «KeTO-
reHHasi» aueta. J{OMOMHUTEBHO WCIOJB3YIOT THAMUH
Kak KogakTop (pepMeHTOB LIEHTPAJTbHOTO MeTaboIu3Ma,
KapHUTHUH U JIUTTOEBYIO KUCIOTY [6, 7].

KomMmriekcHoe — JiedeHUe — YIydllaeT  COCTOSTHHE
OOJLHBIX, OJHAKO MPOTHO3 OCTaeTCsS HeOIarompUsITHBIM
C TOYKM 3pEHUS Pa3BUTHUSI peOeHKa W TPOAOIKUTEb-
HocTu ero xu3Hu [1, 2]. C uenabpto npoduiakTuku 3a00-
JIeBaHUSI B TIEpUOJ TUTAHUPOBAHUS OepeMEeHHOCTH Tape
C paHHee BBISIBJIEHHBIMU CIIy4assMU HEIOCTaTOYHOCTH
MUPYBATACTUAPOTEHA3HOTO KOMIUIEKCAa PEKOMEHIYETCS
MpOBeIeHNe TIPeHaTaTbHOM TMarHOCTUKMY.

TpencrasnsieM cobCcTBeHHOE HaOIOAeHUE TTAllMeHTa
¢ 3TUM op(aHHBIM 3a00JIEBaHUEM.

Knunnyeckuii ciyvaii. Manbuuk A., 4 roga, mocTymml
B TleAMaTpuueckKoe otaesieHne JleTcKoi pecryOimmKaH-
CKOI KITMHMUYECKOI OGOJBbHMIIBI C AUATHO30M: BUPYCHAs
WHOEKIUS ¢ KUIIEYHBIM CUHIPOMOM, BPOKIECHHAs
nporpeccupymoiias aucrpodus. KaaoObl TMpu MOCTY-
TUIEHWU Ha 3aIePKKY IMICUXOPEYeBOTO Pa3BUTHS, TTOTEPIO
MOTOPHBIX HaBBIKOB, C1abOCTh, HapylIeHWe TIOTaHWMS,
TepuoandecKre 6011 B KUBOTE.

W3 aHamMHe3a WU3BECTHO, UYTO peOEHOK PpOIUJIICS
OT TIEpBOM OEpeMEHHOCTH, TEPBBIX CPOYHBIX DPOIOB
¢ Maccoit Tena 2700 1, nrHOM 49 cM, OLIEHKOI 110 11IKaJIe
Arnrap 1/2 0Gasuta, 3akpuyall Mocjie CaHalluyd BEPXHMUX
JbIXaTeJbHBIX TyTeil. bepeMeHHOCTh TTpoTeKaia Ha (poHe
KOJIBITUTA, TpaxenTa Ha cpoke 34—36 Hea. K rpynu nipu-
JIOXEH B TMepBbIi jJeHb Xu3HU. BakumHupoBaH BILIK
B pOAUJILHOM JIoMe. BbinmucaH Ha 5-i IeHb C TMarHO30M:
nociaeAacTBusa nepuHatanbHoil matonornu LIHC, mepe-
opanbHas umemust 1I—II1 crenenun, 3agepxka BHYTpUy-
TPOOHOTO Pa3BUTHSI, TUTTOTIACTUIECKHUI BapUaHT.

MoTopHOe pa3BUTHE TIPOTEKAJIO0 C OTCTaBaHHWEM:
TOJIOBY JEPXUT ¢ 8 Mec, cuauT ¢ 1 roma 7 Mec, XOIUT
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¢ mopepxkoit. HeomHokpaTHO 06ciie10Bascs U JeUUIICS
B HEBPOJIOTMYECKOM OT/IEJIEHUN OOJIbHULIBI C TUATHO30M:
rocJyieACTBUS repuHaraibHoil matonoruun LIHC B hopme
TUTIePTEeH3MOHHO-TUAPOLIe(aTbHOTO CHUHApPOMa, IUQ-
(by3HOI MBIIEYHON TUIIOTOHWUH, 3aIEPKKK MOTOPHOTO
U pedyeBoro pasputvs. Ha MarHUTHO-pe3OHaHCHOI
TOMOTpaMMe€ B TOJIYIIAPUSIX OOJBIIOTO MO3Ta ObLIU
OTMEYEHBbl TUCIMPKYISITOPHBIE OYaru, Ha TOMOTpamMMe
IMO3BOHOYHMKA TIAaTOJIOTUM He BbIsIBJIeHO. [lo maHHBIM
aJieKTpoMuorpacdun, MUOTEHHBIN XapakTep MopakKeHUi
OTCYTCTBOBaJI. B CBHIBOpOTKE KpOBM YpPOBEHb KpeaTWH-
dochokuHazpl Haxomuscs B mpeneaax HOpMbl. bbuia
WUCKJIIOUeHA CIMUHaJlbHAs MblleyHass atpodusi Bep-
nuHra—loddmana.

B wnauame cenrsa6pa 20191 pebGeHOK TiepeHec
BUPYCHYIO WHGMEKIUIO C KUIIEYHBIM CUHIPOMOM,
KOTOpasi Hayajach OCTPO C TIOBBILIEHUS TeMIepa-
Typbl Tesla 10 (heOpUIbHOM, COMPOBOXIAIach OOJISIMU
B XXMBOTE, TOSIBJICHUEM KUJIKOTO CTYyJia, B CBSI3U C YeM
MaJIbYMK ObUT TOoCTIUTaIN3UpoBaH B LleHTpanbHytO paii-
oHHyl0 OonpHUNY. Ha ¢oHe mMHTOKCHMKalmy, abmoMM-
HaJIbHOTO M JIMCIIETICUYECKOrOo CUHIpOMa TMOSIBUIUCH
BSIJIOCTh, HapylieHue riotaHus. [IpoBomuiach aHTH-
OakTepuaiabHasi (HTepOoypwsi), CIa3MOJUTUIECKAs
(Ho-mma), mipoTuBoBUpYcHas (Budepon-1), mnportu-
BoauapeitHas (cMeKkTa) Tepanus. AOJIOMUHAIbHBIN
U JUCTIETICUYECKUI CHUHIPOMBI KYyIUPOBAINUCH, TeMIIe-
parypa Tejla HOpMaM30Bajlach, OJHAKO COXpaHsIach
HEeBpOJIOTMYECKAass CHUMIITOMATHKa, OTMeYaJicsl per-
pecc MOTOpHBIX HaBbIKOB. C MMAarHOCTMYECKOM 1eblo
pebeHOK TiepeBeNieH B Teauarpuyeckoe otaeneHue er-
CKOW pecry0JIMKaHCKOH KIMHUYECKOM OOTbHUIIBI.

KJINMHUYECKUE CJT1YHAU

Ipy TOCTYIJIEHUM COCTOSTHUE MaJlbuMKa TsKeIoe
3a CYET TPYOBIX HEBPOJIOTMUYECKUX HapylneHuii. Habo-
Janach BhIpakeHHast Iuddy3Hast MbIIIeIHasT TUTTOTOHUSI.
PasroBopHast peyb ObLTa HEBHSITHON, HO OOpallleHHYIO
peub TOHWMal. PerucTpupoBanioch CIIOHOTEYEHUE,
OTCYTCTBHME (puKcauum B3opa. [Ipy TIOTaHMU KUAKOM
nuimu  pedbeHok rmonepxuBaics. CyXoxXuJbHbIE ped-
JIEKCHI C BEPXHUX W HIKHUX KOHEYHOCTEH He BBI3bI-
Baivch. Ha GosieBble BO3mECTBUSI pearnpoBas ciado.
MeHuHTealbHble 3HAaKM — OTpHULIaTeIbHbIe. Macca Tena
14 xr (10-i1 mpeueHTuab), poct 94 cm (10-if mpeueH-
Tiab). Koxka ¥ BUIMMbBIE CIIM3UCThIE 000J0YKU YKCTHIE.
ITaTosorus apIXaTeTbHON CUCTEMBI He BbIsIBJIeHA. TOHBI
cepialia TPUTIAYHIEHBI, pUTMHUYHBIE. KUBOT MSATKUIA,
0e30osie3HEHHbIN. [leyeHb BbICTYMana uU3-MOA  Kpas
pebGepHoit ayru Ha 4 cM, cesie3eHKa He MalbMpoBaiach.
Ctyn ObUI TOCIe KJIU3MBI, MOUYWJICST peryJisspHo. buoxu-
MMUYECKHUe MOoKa3aTeIu KPOBHM OBUIM B TIpeneaX HOPMBI
(Tabn. 1), omHaKo BBISIBISUIMCH CIOBUTM KHCJIOTHO-
1IEJIOYHOTO COCTOSTHUS KpoBH (Tab. 2, puc. 1).

PeGenok monyvan sedeHue: 1edTpUaKCOH, AKTO-
BernH, Onbkap. Ha ¢oHe Tepanum yaydmumiaach
MOTOpHAasl aKTUBHOCTb, OJHAKO Ha 6-i1 NIeHb TIPeObI-
BaHUs B CTAllMOHape TPOU30IIIa BHEe3aIMHasi OCTAaHOBKA
IBIXaHWsI, KOTOpasi COMPOBOXKIANACH MOTEPEil CO3HAHMS,
OTCYTCTBHEM peaKIIuy Ha 60JIeBbIe pa3apaskUTeIN, OTME-
yajach TeHACHIUS K Opamnkapauu (66 ya/muH). Hacw-
IIeHNEe KPOBU KUCIOPOIOM CHU3UIOCH 10 75%. PebeHok
OBLT TIepeBeNleH B peaHNMAaIlMOHHOEe OTAeNeHue. BakHo
OTMETHUTh, YTO Ha TPOTSKEHUU IIUTEIHLHOTO BPEMEHU
OTMeYaJjicsl BBICOKMII ypOBEHb JIaKTaTa B CHIBOPOTKE
KpoBH (puc. 2).

Tab6auya 1. TlokazaTean OMOXMMUYECKOTO AHAIN3A KPOBH B EPHOI MPeObIBAHNS B CTALMOHAPE
Table 1. Indicators of biochemical blood analysis during hospitalization

IToka3zarennb Hopma et O

1-it 2-ii 8-ii 20-ii 36-ii
OO61umii 6eJIoK, I/ 60—80 71,0 58,8 43 61
Itroko3a, MMOJIb/JT 3,33-5,55 6,01 3,90 4,73 4,83
ANAT/AcAT, en/n 11-25/23—44 15/26 10,7/20 2/28
CPb, mr/mn 5,0 0,3 0,28 3,791 0,018
MoueBrHa, MMOJIb/JT 3,15-7,58 6,0 2,9 2,2 3,2
Kpearnnus, MKMOITB/ T 27—42 40 38 17
L-ammnasa, en/n 28—100 45 29
K®K, en/n 39-308 127
LD, ex/n 150—350 170,0 53
AMMUIaK, MKMOJIb/JT 20—-60 3,6 33,3
Ca/P, MmoJib/It 2,2-2,7/1,33-2,06 2,37/ 1,62
Kenezo, MKMOJIB/JT 5-25,0 10,07
O2KCC, MKMOJTb/JT 41,0-77,0 50,47

Tpumeuanue. ANAT — anannHamuHoTpaHchepasa; ACAT — acnapratamuHorpaHcdepasza; CPb — C-peaktusHbiii 6eok; KOK — kpeatuHdoc-
oxunaza; LD — menounas docdarasa; OKCC — obiiast xejne30CBI3bIBaloLIas CIOCOOHOCTb ChIBOPOTKH.
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Tab6auya 2. HekoTopble XapaKTepUCTHKH KHCJIOTHO-IIEJ0YHOIO COCTOSIHUSI KPOBH B IIEPHO/ IPeObIBAHUS B CTAIIMOHADE
Table 2. Some characteristics of the acid-base state of blood during hospitalization

JIHu B cTanuoHape

Iloka3arenn Hopma it i 104 19 305
pCO,, MM DT. CT. 35-45 17,0 40,5 58,1 29,0 29,5
pO,, MM pT. CT. 80—100 90,1 66,2 86,2 53,3 61,0
BE, Mmmoib/1 Or —2,5 10 +2,5 —11,8 -2,8 0,2 2,7 —0,6
K+, Mmmonb/n 3,4-4,7 2,68 3,99 3,57 3,91 4,17
Na+, MMoJIb/IT 138—145 130 153,7 141,5 1,17 129,7
7,55
s 7,521
7,45
7,4
7,35
73
7,25
7,2
7,15
14 6-i 11434 19-i1 20-# 27-i 30-i 31-i4 33-4

[Hu B cTaumoHape

Puc. 1. Iloka3arenn KucaoTHo-men09Horo coctostaus (KIIIC) — pH kpoBu B mepros npeObIBaHHS B CTAIIMOHAPE.
Hopwma KIIIC 7,35-7,45.
Fig. 1. Indicator of acid-base condition — blood pH during hospitalization.

14
12

10

12-#  15-4  16-4  17- 18- 20-4  22-  22-ih  23-i4 27-4  30-4 314 33-i 34-ih

JlHu B cTaumoHape

Puc. 2. JlunamMuka u3MeHeHHs YPOBHS JIAKTATA B KPOBH B EPHO. MPeObIBAHKS B CTAIIMOHADE.
Hopma nakrara B cbiBopoTKe Kposu 0,5—2,2 MMOJIb/ 1.
Fig. 2. The dynamics of changes lactate in the blood during hospitalization.
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C 1eNbl0 BBISIBJIEHUS TIPUUUHBI PE3KOTO YXYAIICHUS
COCTOSTHUSI peOeHKa MPOBOAMIINCH CJICAYIOINIME UCCIIeN0-
BaHWUS: 2JIeKTposHIedanorpaduss — amwientudopmMHast
AKTUBHOCTb HE 3aperucTpUpOBaHa; dJEKTpoMUOTrpadust
(CTUMYJISILIMOHHASI, WTOJbYaTasl) — JOAHHBIX, TOITBEP-
SKIAIOIINX MUOTEHHBIN XapakTep MopakeHUsl, He ToJy-
YeHO; MarHUTHO-Pe30HaHCHas1 ToMorpacdusi TOJIOBHOTO
MO3Ta C KOHTPacCTMPOBAaHUEM — OTMEUEHBI M3MEHEHMUSI
B TaJlaMUYEeCKMX OOJIACTSX, He3HAUYMTEJTbHas BEHTPU-
kynomeranusi. Ilo gaHHBIM JTOMOANbHOW  TyHKIIWU
(Ha 8-i1 meHb rocmuTaavM3alun), JUKBOP OECLBETHBIN,
Mpo3pauHblit, coaepxaHue Oenka 0,1 r/71; TIIOKO3bI
5,14 mmonb/n. Ha 9-i1 neHb 00JIe3HU COCTOSIICSI KOHCH-
JINyM Bpadeii, Ha KOTOPOM BBICTaBJIEH IMAaTHO3: TIPOTpec-
cupylolasi HepoMbIIIeYHas TaToJorus HeaudbdepeH-
LIMPOBaHHAsA, TPEIMOJIOXUTEIIBHO MUTOXOHAPHUAIBHOTO
reHesa. DHiehaJToMHUeTONaTUYECKUi CUHIPOM C TTapOK-
CU3MaJbHBIMU PAacCTPOCTBAMU CO3HaHUs. boie3Hb
HaKoOTUIeHUSsT?

IIpoBogunacy merabonuueckass Teparnusi, B TOM
YhCIE BHYTPMBEHHOE BBENE€HME BUTamMuHa B, —
100 mr/cyr, ButamuHa B, — 100 mr/cyT, L-kapHuTHHA —
500 mr/cyt, uutodnaBuHa 5 ma B 100 M MU30TOHU-
YecKOTO pacTBOpa HaTpus XJOpHUIa CO CKOPOCTBhIO
50 mi1/4, a Takxke 15% pactBop aumedocdoHna mmo 1,0 M
Ha 5 Kr Macchl Tena, mposepuH 1o 0,4 M 3 pa3a B IeHb
BHYTPUMBIIIIEYHO. BaxkHO MOAYEpKHYTb, YTO Ha (hOoHE
Teparu COCTOSTHME pebeHKa 3HAaYUTEIbHO YIIyJIlu-
JIOCh: OH OCTaBaJICSl B CO3HAHUM, HE 3aBUCEJ OT MOJauYu
KHUCJIOpOoJa, Hayajl CaMOCTOSITEIbHO CHUJIETb, XOIWJI
C MOJIJEPKKOM.

Ha 11-i1 neHb mipeObIBaHUSI B CTallMOHApe CTalu
M3BECTHBI pesyibratbl cekBeHupoBanus JIHK (manenb
«HepBHO-MBIIIEUHBIE 3a00J1eBaHUsI» ), MpOBeIeH-
HOro B jaboparopuu [eHOMen: ObLTa BBHISIBicHA paHee
He OINMKCaHHas TeMW3WTOTHas MyTalMs B 12-M 3K30HE
reHa PDHAI, npuBomsiias K CIBUTY paMKW CUUTBI-
BaHUsA. MyTalnusi He 3aperucTpupoBaHa B KOHTP-
onbHBIX BbIOOpKax «1000 renomoB», ESP6500 u ExAC,
U, TIOCKOJIbKY OHa HapyllaeT CUHTE3 MOJHOPa3MEPHOTO
Oenka, ee cieyeT paclieHMBaTh KaK MaTOreHHYIO.

PeGenky ycTraHOBJIEH AMarHo3: MUTOXOHApPUAIbHOE
3a0osieBaHue, JAe(UUUAT  MMUPYBATIACTUIPOreHA3HOTO
KOMIUIEKCa. MalbuyMK BBITIMCAaH OOMOI Ha S51-i1 IeHb
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KJINMHUYECKUE CJT1YHAU

npeObIBaHWSI B CTAallMOHApe B YIOBICTBOPUTEIHLHOM
COCTOSIHUM TIOJ, IHUCIIaHCEpHOEe HaOJIoJeHUEe y4acTKO-
BOTO TieiMaTpa U HeBpOJIora C peKOMEeHAALMSIMU COOJTIO-
JIEHUSI UEThl ¢ BBICOKUM COJIepXKaHUEM XKUPOB (BKITIO-
YyeHue B palMOH CIIMBOK, CJIMBOYHOTO, OJMBKOBOTO
Macia, TIe4YeHU TPeCKM, XUPHBIX COPTOB PHIObI, UKPHI,
Msica TOBSIIMHBI, CBUHUHBI, MSICHBIX OyJIbOHOB, OPEXOB,
aBOKalIo) U HU3KUM — yriaeBoaoB. [luiy ciemyer mpu-
HUMAaTh 4acTo, A0 7 pa3 B CYTKU JJISI UCKITIIOUEHUS TOJI0-
naHus. HasHaueHa Beicokast 103a ButaMuHa B : beHpo-
ramma no | tabsnerke (150 mr) 2 pasa B IeHb IJTUTEJIbHBIM
KypcoM. [Ipu 06ocTpeH OCHOBHOTO TIpoliecca B yCJI0-
BUSIX CTallMOHapa pPEeKOMEHJOBaH Iepexo] Ha «KeTOo-
TeHHYI0» INETY.

BaxxHO OTMEeTUTBH, UTO TpM HAajibHElIIeM HabJo-
JIEHWM 3a TAlIMEHTOM BBISIBJIEHA TIOJIOXKUTEIbHAsT TUHA-
MHUKa ero COCTOSIHWSI 3IOpOBbsi. B Hacrtosiiee Bpewmsi
B Bo3pacTe 5 JieT 6 Mec MaJbuMK XOAUT CAMOCTOSITENTBHO,
0e3 MoIeP>KKU, HO HETTPOIOKUTETLHOE BpEMSI.

3akntovyeHue

Takum o6pazoM, 1eUIIUT MUPYBATAETUAPOTeHA3Bl —
omHa 13 QOPM TSKEJIBIX HACJIeACTBEHHBIX SH3MMOIIATHH,
XapakTepu3yliascsl HapylIeHUSIMU 3HEPreTUYeCcKOro
oOMeHa M TIPOSIBIISTIONIASICS HEBPOJIOTMYECKOM CUMIITO-
MaTuKo#. JIMarHOCTMKa OCHOBaHA Ha JAHHBIX OMOXM-
MUWYECKOTO MCCIIeTOBaHUs KPOBU (allMa03, TTOBBIILICHNE
YPOBHSI JlaKTaTa W TIMpyBaTa B KpPOBH), OTpenesieHus
HU3KON aKTUBHOCTU (hepMeHTa B TKAHSIX U pe3yjbraTtax
TEHEeTUYECKOTO MCCIIeNOBaHUSI C BBISIBJICHUEM MYyTalluii
TE€HOB, KOHTPOJHUPYIOIINX CYObeAMHUIIBI TUPYBaTIC-
rUAporeHa3Horo Komriekca. HecMoTpst Ha oTcyTcTBUE
BBICOKOR((EKTUBHOTO JIEUeHUSI, B HEKOTOPBIX CIy-
Jasgx TedeHHMe 3aboyieBaHUS o0JIerdaeT IpUMeHEHUe
npenapaToB BUTaMUHa B, a Takxe cOO/OAEHIE AUEThI
C BBICOKMM COJepKaHWEM XKMPOB, UTO MOBHIIIAET Kade-
CTBO KM3HU ITallI€HTOB.

HeoOxomnMo TOMHUTB, 4YTO oOpdaHHBIE O00JIE3HN
oOMeHa BelIleCTB B CBOEM JEOHTe MOTYT CKpPbIBAThCSI
MOJ, MacKOW MHOTMX JAPYruX 3a00JieBaHUIl CO CXOXUMU
MPOSIBICHUSIMU. DTO 3aTPYAHSIET AUArHOCTUKY, TPU-
BOIMT K TIO3AHEH BepudUKaAUMM IMArHo3a, OTCPOYEH-
HOMY HayvaJly JIeYeHUsT U B OOJIBIITMHCTBE Cy4aeB K HEO-
OpaTUMBIM TTOCIEACTBUSIM IS TTalleHTA.
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KJINMHUYECKUE CJT1YHAU

Xupypruyeckoe JieueHue SNMUIENCHH Y TIOIPOCTKA C TY0ePO3HbIM CKJIEPO30M

M.B. Iloasuckas, U.T. Bacunves, B.A. Yaoaes, A.A. Jemywuna, I Ill. Xonokapsn,
H.H. 3asadenko, A.A. Aruxanos

®rAQY BO «Poccuiicknii HaumMoHaNbHbIN MCCNea0BaTEeNbCKUA MEAULIMHCKNIA yHUBepcuTeT um. H.U. Muporosa»
MwuH3sgpasa Poccumn, Mocksa, Poccusa

Surgical treatment of epilepsy in a teenager with tuberous sclerosis

M.V. Polyanskaya, 1.G. Vasilyev, V.A. Chadaev, A.A. Demushkina, G.Sh. Khondkaryan,
N.N. Zavadenko, A.A. Alikhanov

Pirogov Russian National Research Medical University, Moscow, Russia

TyOepo3Hblii CKJIep03 — OIMH U3 FeHeTHYECKH 1eTEPMIUHAPOBAHHBIX HEHPOKOKHBIX CHHIIPOMOB, OCHOBHBIM K/IMHHYECKHM NPOSIBIEHHEM
KOTOPOTO siBJIsieTcs1 (hOKAIBHAS SMIIIENICHUS, B OOJIBIIOM MPOLIEHTE CJTyYaeB Pe3UCTEHTHAS K MeIMKAMEHTO3HOIi Tepanui. Xupypruyeckas
TAKTHKA JIEYeHHUs I0JIT0e BPeMsI He PACCMATPUBAJIACH IPMMEHHUTEIBHO K TY0EpPO3HOMY CKJIEPO3Y B CBSI3U C MYJIBTH()OKAIBHOCTHIO MOPa-
2KeHHsI TOJIOBHOTO MO3ra. OIHAKO HOBbIE HHCTPYMEHTAJIbHbIE METO/IbI IO3BOJIMIM BbIIEIUTH TYOEPbI — «BOJUTEJH», HEOCPEICTBEHHO
OTBETCTBEHHbIE 32 IMUIENTHYECKYIO MHIYKIUIO, KOTOPbIE, CJIeJI0BATEIbHO, MOTYT SIBJATHCA MUIIEHBIO IIs1 XUPYPIUYECKOTO YIATeHHs.
IIpencrapien KIMHMYECKMid CTydaii jJedeHHs (HapMAKOPe3NMCTEHTHON SMIIENCHN Y AeBYmKH 17 JeT ¢ Ty0epo3HbIM CKIepo3oM,
COXPAHHBIM CUXOHEBPOJIOTHYECKUM M KOTHHTUBHBIM CTATYCOM, Y KOTOPO#i YIaJ10Ch JOOUTHCS MOJHOTO perpecca MpucTynoB nocie
XHPYPIrHYECKOTO YIAJIeHHs1 OHOro U3 Tyoepos. IIpu moMomm MyJIsTHMOATBHOTO KOMILIEKCA 00CJ/Ie0BAHMI, BKJIIOYABLIETO Mar-
HUTHO-PE30HAHCHYIO TOMOTPa(UI0 BLICOKOTO pa3penieHns: i MHBA3UBHbIIi 3JieKTPo3HIedatorpaduyecKnii MOHUTOPHHT, CPeIH MHO-
JKEeCTBEHHBIX KOPTHKAJILHBIX TY0EpOB YIAJI0Ch BbIABUTH TYOep-«HHIYKTOP», CONMPSIKEHHbII ¢ 30HOI 3MUJIENTHYECKO HHUIHALNH.
JlaHHBIil YYACTOK KOPBI FOJIOBHOTO MO3ra ObLI MOABEPTHYT XHPYPrHYecKoil pedekmmu. 3a Bech mepuoj nocie onepannu (16 mec)
He ObLIO OTMEYEHO HH OJHOTO MPUCTYNA, NPOTHBOIMUWIENTHYECKHE MPENapaThl OTMEHEHbI, YIyYIIHJIUCh KOTHUTHUBHbIE TPOLECCHI,
namatb. Takum o0pa3om, 0oiee yem y 50% nauueHToB ¢ TYOEPO3HBIM CKJIEPO30M U (PapMaKOPE3UCTEHTHOM IMIIENCHE MOXKET ObITh
3(hdeKTHBHOI AKTHBHAS XUpPYPruveckas TakTHKa. ONUCAHHBINA CJIy4aii MOATBEPKIAET HEOOXOAUMOCTb MYJIBTHANCHUILIMHAPHOIO
00cIeIoBaHus iepe]] XUPYPruvecKoii onepainueil 60IbHBIX ¢ TYOEPO3HBIM CKIEPO30M.

Karouesvie caoga: demu, mybeposHulii ckaepos, papmakopesucmenmuas snunencus, MPT evicokoeo paspeuienus, xupypeuueckoe ae-
ueHue snunencuu, mybep-<«uHoyKkmop».

Ansa untnposauuns: lNonsHckas M.B., Bacunses W.I., Yagaes B.A., JemywknHa A.A., XoHakapsH I.LL., 3aBageHko H.H., AnvuxaHoB A.A.
Xupyprudeckoe ne4eHne anunaerncun y noapocTka ¢ Ty6epo3HbIM ckiepo3oM. Poc BecTH nepuHaton u neavartp 2020; 65:(2): 92-98.
DOI: 10.21508/1027-4065-2020-65-2-92-98

Tuberous sclerosis is one of the genetically determined neurodermal syndromes, characterized by focal epilepsy, which is resistant
to drug therapy in most cases. Tuberous sclerosis has not been surgically treated for a long time due to the multifocal nature of brain
damage. However, using new instrumental methods the surgeon can isolate tuber — “drivers”, responsible for epileptic induction,
which, therefore, can be a target for surgical removal.

The article presents a clinical case of the treatment of pharmacoresistant epilepsy in a 17-year-old girl with tuberous sclerosis and
normal neuropsychiatric and cognitive status; the surgeon managed to achieve a complete regression of seizures after the surgical
removal of one of the tubers. Using a multimodal complex of examinations, including high-resolution magnetic resonance imaging
and invasive electroencephalographic monitoring, the surgeon managed to identify the “inductor” tuber associated with the epileptic
initiation zone among multiple cortical tubers. This section of the cerebral cortex was subjected to surgical resection. For the entire
postoperative period (16 months) there were no seizures and antiepileptic drugs were canceled; cognitive processes, memory were
improved. Thus, active surgical tactics may be effective in more than 50% of patients with tuberous sclerosis and pharmacoresistant
epilepsy. This case confirms the need for a multidisciplinary examination prior to the surgery in patients with tuberous sclerosis.

Key words: children, tuberous sclerosis, pharmacoresistant epilepsy, high resolution MRI, surgical treatment of epilepsy, tuber- “inducer”.
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lyOepo3HbIii cKepo3 (uau Oosie3Hb bypHeBuLIsSI—

IpuHria) — OOMH M3 CaMBIX PaCIpPOCTPaHEHHBIX
TeHETUYECKU  JIETEPMUHMPOBAHHBIX  HEAPOKOXHBIX
CUHIPOMOB, KOTOpBIN XapaKTepusyeTcsi oOpa3oBaHUEM
raMapToM pa3HbIX OPTAaHOB U CHCTEM, B TIEPBYIO OYepelb
rOJIOBHOTO MO3ra, Movek, cepaila 1 Koxu. Kak u3BectHo,
OIHUM W3 TIEPBBIX W OCHOBHBIX KIMHUYECKUX TMPOSB-
JICHU# TyOepO3HOTO CKiiepo3a CIyXHUT (poKajabHasl M-
JIeTICHSI, KOTOpasi B OOJIBIIIOM TIPOILIEHTE ClydaeB Xapak-
TepU3yeTCs PE3UCTEHTHOCThIO K MEIMKaMEHTO3HOM
Tepanuu. XUpPypruyeckoe JeyeHHue, MOoKas3aBllee CBOIO
3G HEKTUBHOCTh B JICUEHUU CTPYKTYPHOU STUIETICUN
Y HECUHIPOMaJbHBIX OOJBHBIX, IOJrO€ BpeMsl He pac-
CMaTpUBAJIOCh TIPUMEHUTEJIbHO K TyOepO3HOMY CKIe-
pO3y, KOTOpBIN CUYWTAJICS 3aBEIOMO HeorepadebHbIM
SIUJIENITOTEHHBIM COCTOSTHUEM B CBS3U C MYJIBTU(HO-
KaJbHOCTBhIO M BaprabeIbHOCTHIO TTOpPaXKEHUsSI TOJIOB-
Horo Mo3ra. OTHaKO HOBbIe MHCTPYMEHTAJIbHBIE METOIBI
MO3BOJISTIOT OOHAPYXXUBaTh TYOEpPbI-«BOAUTEIN», HETO-
CPEACTBEHHO OTBETCTBEHHbIC 3a  SIMWJICNTUYECKYIO
WHIYKIWIO, KOTOPbIe, TAKUM 00pa3oM, MOTYT CIYXHUTh
MWIIIEHBIO IS OTEepaTUBHOTO BMEIIATENbCTBA. DTO
pagvKaibHO M3MEHWJIO OTHOIIEHWE K aKTUBHOM Heil-
POXMPYPIMUECKON TaKTUKE MPHU JAHHOM 3a00JIeBaHUU.
Kak 1 mpu Xupypruyeckom JIeUeHWU APYTUX STUIET-
TOTEHHBIX CyOCTpaTOB, OIEPaTUBHOE BMeEIIATEIbCTBO
B Oojiee paHHEM BO3pacTe y JeTell ¢ TyOepO3HBIM CKIe-
PO30M COIPSKEHO ¢ bosiee OIaronpusITHEIMUA MCXOIaMU.

IlpencraBisieM KJIMHMYECKUI  Cllydail  Je4eHUs
(apMaKOpe3UCTEeHTHON 3MWIETICUM y NeByIKu 17 et
¢ TyOEpPO3HBIM CKJIEPO30M, Y KOTOPOI yIaa0Ch JOOUTHCS
MOJHOW PEeMUCCUU TPUCTYIIOB TMOCJEe XUPYPTUUECKOTO
yIaJeHusT OJTHOTO U3 TyOepOB.

Knunaunyecknii cayyaii. [Taumnenrtka A., 17 net, mocry-
nuja Ha JiedeHUEe B HEWPOXUPYPTrUUYECKOe OTAC/IeHUE
Poccuiickoii meTcKoil KIIMHWYECKON OOMBHUIILI C IHar-
HO30M: CTPYKTypHast (papMaKOpe3UCTEHTHAS SITUIICTICHSI.
TyGeposHsiit ckiiepos. [1posarnc MyuTpaabHOTO KiarnaHa.

M3 anamMHe3a M3BECTHO, 4TO peOEHOK OOJIeH C BO3-
pacta 3,5 roma, Korma BIEpBbIE TTOSIBUIUCH TTPUCTYIIBI
C 3aKkaTbhlBaHMEM TJla3, TONEPTMBaHMUSIMU PTa, OTKIIIOYE-
HUeM co3HaHusl. [leBouka Oblla KOHCYJIBTUpOBaHA OSIMU-
JICTITOJIOTOM TIO MECTY JKUTEJIbCTBA, 10 €r0 PeKOMEHAALINN
HayaTa TPOTMBOSIUJIENITUYECKAS] Teparusi — Tojydana
tonmupamar 300 Mr/cyT, Ha (hoHe TpruemMa KOTOporo 3a 2 Mec
MOCTETICHHO ObLIa JOCTUTHYTA peMuccHs. B Bo3pacte 6 jieT
B CB$I3U C BO30OHOBJIEHMEM TIPUCTYTIOB B TEPArieBTUYECKYIO
cxeMy ObUT BBEJICH JIeTIaKMH, HA4YaTO CHUKEHUE TO3UPOBKHU
tonpamara. Ha atoMm oHe mpucTynbl BUIOU3MEHUIUCH:
MOSIBWINCH 3aMUpPAaHUsI, OCENaHMsl Ha T0J, MUOKIOHUU
B MpaBbIX KOHEYHOCTsIX. [TprieM Tommpamara ObUT BO300-
HOBJIEH, ¥ B T€YEHWE OJHOTO rojia MPUCTYIIOB HE OTMe-
yajiock. HecmoTpsi Ha TIpoposIKarolylocs —Teparuio,
yepe3 TOJArofa TPUCTYIbl BO30OHOBWIMCH C TIPEXHEH
yacToToi. JleBouke Ha3HaUaIMCh KOMOMHaIMK 2—3 mperia-
paToB B pPa3IMYHbBIX COYETAaHMSIX (JIeBETUpalleTaM, TiepaM-
MaHeJ1, OKcKapOa3eryH, JaMOTPUIKIH), Ha (hOHEe Teparnuu

TMPUCTYTIBI TIPOAOJIKAIMCH C YacTOTOM 3—4 pa3a B HEEIO.
B nicuxoneBponornmueckom otaesienn Nel PIIKB pebeHok
Haomonancst ¢ 9 yer. Ilo maHHBEIM 3reKTposHIIEdaIo-
rpapum (BDI'), mpoBeneHHOI B Bo3pacTe 8 JeT, 3ape-
TMCTPUPOBAH SMNWISITUYECKUI odvar, JIOKaTU30BaHHBIM
B TIPaBOI1 BUCOYHO-TEMEHHOM 00JIACTH.

PanHuii HeoHaTalbHBIN TIEPUOJ, paHHEe pPa3BUTHE
pebeHka 110 3,5 roma — 6e3 ocobeHHocTtelt. HacimencrBeH-
HOCTh He oTtsgronieHa. [leBouka — mpasma. [1pu oGcie-
JNOBAaHWU  CEPACYHO-COCYAUCTON CHUCTEMBI  BBISIBICH
npoJjiaric  MUTPAJIbHOTO  KJjlaraHa. HemocpencTBeHHO
no nocryriaeHust B PAKDB (Bospact 17 ser, Macca Tena
48 Kr) MpyuHMUMaJa repamMIaHes 8 Mr/CyT, TaMOTPUIKUH
200 mr/cyT, okckap6azeniud 1200 Mr/cyT.

B MOMEHT TOCTYyIJIeHUs] [eBOYKa MpeabsBisiia
JKaJ00bI Ha SMTUJIETITUYECKIUE TTPUCTYITHI, STMTU30INYECKIE
WHTEHCHUBHBIE TOJIOBHBIE 0OJIM, B TOM 4YMCIIe Ha (DOHe
MOBBIIIEHUST apTepuaIbHOTO AaBjaeHus 10 150 MM pT.CT.
ITpu TOCTYTUTIEHUY COCTOSTHHE OJTVKE K CPEeIHEN TSKECTH
no 3aboneBaHuto. Ha Koxe TysoBuIlla 1 KOHEYHOCTEH —
MHOXECTBEHHbIE JIeMMTMEHTUPOBAHHBIE TIATHA, €IU-
HUYHbIE MEJIKME aHTHO(GUOPOMBI JINIIA.

B  HeBpoJormyeckoM cTaTyce MEHWHTeaJTbHBIX
M OOIIEMO3TOBBIX CUMMTOMOB HeT. [1azomBura-
TeNbHBIX HapylieHuir HeT. DoTopeakuust kuBas. JBu-
JKEHUST KOHEYHOCTE B TIOJIHOM 0oObeMe. MBbIIIeUHbIiI
TOoHyC He m3MeHeH. CyXoXWJIbHbIEe pedJieKChl CpeaHen
JKUBOCTH, CUMMETPUYHBIE ¢ ABYX cTopoH. Co cTO-
POHBI KOOPAMHATOPHOM cepbl OTMeYanach Herpyoast
WHTEHUIMST W AUCMETPUS] TIPU TIPOBEIECHUU TAJTbIIEHO-
COBOW MPOOBI C ABYX CTOPOH.

B ananusax (koarynorpamma, oOIIMiT aHATU3 KPOBH,
OMOXMMUYECKUI aHalU3 KPOBU, OOLIMI aHATIU3 MOYM)
6e3 0coOOeHHOCTEi.

JlaHHBbIE MHCTPYMEHTAJIbHBIX UCCICIOBAHUI: HAa Mar-
HUTHO-PE30HAHCHOI TOMOTrpaMMe OOHapykeHa KapTHUHa,
TAUMAYHAS JUIST TyOEpO3HOTO CKJIepo3a: KOPTUKAJIbHbIC
TyOephl, pa3HOKaTMOEpHBbIE CYOSTIEHANMATbHBIE Y3JTbI
B CTeHKaX OOKOBBIX KEJIYIOYKOB, CIpaBa Ha YpOBHE
oTBepcTUsi MOHpO CcybOaMeHIUuMalbHas TUTAHTOKJIEe-
TOYHAs acTPOIMTOMA JUAMETPOM 0KOJI0 11 MM, 6e3 Tipu-
3HAKOB OOCTPYKIIWH, JUKBOPOAMHAMKMKA He HapylleHa.
Ilpy MarHuTHO-pe3oHaHcHO#t Tomorpadpuu (MPT)
MO BMWIENTAYECKOMY TIPOTOKOJY BBICOKOTO pa3pe-
IeHusT obpalllal BHUMaHUe Tybep, pacIoIOKeHHBIM
B TIPOEKIIMW BEpXHEW BUCOYHOI W3BWJIMHBLI CITpaBa,
COMPSIKEHHBIN ¢ 30HOU (POKaNIbHON KOPKOBOW MHCTIIA-
31eil, BO3MOXHO, pacIlpOCTpaHSIONIEHCS B CPEIHIO0
BUCOYHYIO U3BUJIMHY UM TIpaBblii OMepKy/toM (puc. 1).

IIpn mmrtenbHOM BUAco-DD[-MOHUTOPUHTE C MOH-
TaxkHOi cxemoil «10—10» perucrpupoBasach MyJabTHpE-
TMOHAJIbHAS SMWIENTUMOPMHAST aKTUBHOCTh, HauboJiee
YCTOWYMBO TpeACTaBJIeHHass B TPaBbIX 3aIHEBHCOYHO-
TEMEHHBIX, LIEHTPAJIbHO-TeMEHHO-3aThUTIOYHO-BUCOYHBIX
OTIeNIaX C BOBJICUEHHEM IIEHTPATbHO-BEPTEKCHBIX (MaK-
cumanbHO Tof anekTpomamu CP6 C6 C4 CP4) u Bep-
TEKCHBIX OTAe0B. Kpome Toro, ObLTH 3aperCcTpUpOBAHbI
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MPUCTYTIBI B BUAE (DOKATBHOTO STMUJIETITUYECKOTO MUOK-
JIOHyCAa MUMMYECKON MYCKYJIaTyphbl, MPEUMYIIECTBEHHO
(MM M30JIMPOBAHHO) CJIeBa, YacTO C ydyacTHMeM Ilieve-
BOTO Mosica, pyK 1 Hor (C Tipeo0JiaaHueM TaKXKe B JIEBBIX
KOHEYHOCTSIX), OJHOKPAaTHO — C Pa3BUTHEM BTOPUYHO-
TreHEePaTM30BaHHOTO CYIOpPOXHOTO mnpuctyna. MHuum-
AJTbHOW 30HOW SMWIENTAUYECKUX TPUCTYNOB SIBJISIIACH
rpaBasi 3aJIHEBUCOYHO-TeMEHHast 00J1acCTh.

PesynbraTel Bcex o0cnenoBaHuii ObLIN TIPEICTaBICHbI
71T 0OCYX/IeHUsT Ha KOHCWJIMYME MYJBTUIUCIIUTLIN-
HapHOI 9KCTIePTHOM OpUTaibl, COCTOSIIIEH U3 HEBpOJIOTa-
SMWJIENTOJIOTa, HEWpPOXUpypra, HeHpopaaroiora-Kc-
rnepra B 00JIaCTU SIMJICTITUYECKON HEWpOBU3YyaIu3aluu
u nieauatpa. [1o pesysnbraraM KOHCUIMYMa ObLIO TIPUHSITO
pelieHre O 11e1eCO00pPa3HOCTU XUPYPrUUeCKON TaKTUKKU
JIGYEHUS C TIPeIBAPUTEIbHBIM WHBA3UBHBIM 3JICKTPOIH-
nedanorpauyeCKuM MOHUTOPUMHIOM B paMKax IOATO-
TOBKM TEPENl XUPYPTUIECKON OTepaluei.

B Heitpoxupypruueckom otaenenun PIKDB marmu-
€HTKEe ObLIM UMITJIAaHTUPOBAHbI MOTPYKHbIE NHBA3UBHbBIC
KOpTUKOTpauueckure >JIEKTPOIbl C MCIOJIb30BaHUEM
0e3paMHOIo CTepeoTakcuca; KOHTPOJIbHAsE KOMITbIO-
TepHasi ToMorpadusi ToKaszajla ONTUMaJbHOE TI03U-
LIMOHUPOBaHUE dJeKTponoB (puc. 2). HHBa3UBHbIN
KOpTUKOTpapuuecKnuit ~ MOHUTOPUHT  TIPOAOJIKAJICS
Ha npoTskeHuu 4 cyT. MccnenoBanue mo3BojidiIo JoKa-
JIM30BaTh OSMUIENTUYECKUIA oOYyar B 3aJHUX OTAeJax
BepXHEl BUCOYHOW M3BUJIMHBI M OO0JacCTU BepxHei
TEMEHHOM JI0JIbKU CIIpaBa.

17/32 [BGRA]
5121512

Wi256 L1128

UHUYECKUE CJT1YHAU

B TOoM ke oTaeneHMM MalMEeHTKE ObLIM BHITTOJIHEHbI
KOCTHOILTACTUYEeCKasl TperaHallusl KOCTeil cBoja uepera,
pe3eKinsl JBYX YYaCTKOB KOpBI TIPaBOTO TOJIyIIapust
C  BJIEKTPOKOPTUKOrpachUYeCKUM  COIPOBOXKICHUEM
W UCIOJIb30BAaHUEM HEWPOHABUTALIMOHHOW CHUCTEMBbI.
Pesexkuiuu  moaBepriauch 3agHU  CETMEHT BEPXHEBU-
COYHOI M3BUJIMHBI 1 00J1aCTh BEPXHEI TEMEHHOM JOJIbKU.
VnaneHHble (pparMeHTHI ObLIM HaIpaBJIeHbl HAa TUCTOJIO-
ruyeckoe uccienaoBaHue. MHTpaorepallMOHHbBIN KOPTU-
Korpauueckunii KOHTPOJIb YYaCTKOB KOPbI BOKPYT pe3e-
LIMPOBAHHBIX TYOEPOB HE BBISIBUJI UKTAJIbHON aKTUBHOCTH.

IlocneonepallMOHbBIN ~ MEPUOA  XapaKTepU30BaJICs
magkuM TedyeHueM. Ha 8-e cyTku CHsuIu 1IBBI M MalM-
eHTKa Oblla BBIMCAaHA OOMON. 3a BpeMsT HaOJo-
JIEHUS TIOCJIe Ofepaly STUJIETITUIECKUX TPUCTYIIOB
He HabJII01aI0Ch.

KoHTponbHEINE ocMOTp uepe3 16 Mec — 3a Bech
Mepuo TIocje orepalu He ObLIO OTMEUEHO HU OHOTO
MPUCTYTIa, TTPOTUBOIMWICNITUYECKUE MperapaThl OTMe-
HEHBI. YYYIIUIUCh KOTHUTUBHBIE TTPOIIECCHI, TaMSITh.

ITo mfaHHBIM MUKPOCKOITMYECKOTO U UMMYHOTUCTOXU-
MMYECKOTO UCCIIEIOBAaHNS pe3elIMPOBaHHbBIX (hparMeHTOB
oOpalllaeT BHMMaHKWE HapyllleHue paauajibHOW W TaH-
TeHUIMAJIBHOM JTaMUHALIMM KOpTeKca, TIpaHulla CEporo
u Oesioro BelllecTBa pa3MbiTa, B OEJIOM BEIIECTBE OTME-
yaetcst reteporonust NeuN+ HelipoHoB. Kak B kope, Tak
U B O€JIOM BellIeCTBE OIpPENeIsIoTCs] KPYITHbIE Oa/JIOHHBIC
KJIETKUA C OOMJIBLHOM IIMTOTUIa3MOM U 3KCIEHTPUYHO pac-
MOJIOXKEHHBIMU «CBETJIBIMU» siipaMu. BeTpeuaroTest Takke

19732 [BGRA]
5128512

Wi256 L:128

Puc. 1. MarHuTHO-pe30HAHCHAS TOMOrpamMMa (COOCTBEHHOE HCCJIeIOBAHHUE).

a — nocaenoBateJbHOCTh T2 FLAIR B akcHaIbHOI NPOEKIMH JEMOHCTPUPYET KPYNHBIN KOPTHKAJIBHBINA TYOEep B KOpe JIEBOTO 3aHEBH-
COYHO-TEMEHHOT0 PErHoHAa. XapAKTePHbI «IOJTYJIYHHDbI» 000JO0K MOBBINIEHNS] CHTHAJIA CONPSDKEH C OTYETINMBO BU3YAIM3UPYIOMIMMCS
TPAHCMAHTHITHBIM «XOJI0OM», HATIPABJIEHHBIM B CTOPOHY F'OMOJIATEPAJILHOTO GOKOBOIO XKeJNy/I0YKa — aTpudyT (OKAIbHOI KOPTHKAJIBHOI
mucriasun Tuna 2B. Ha naHHOM cpe3e oTMevaeTcsi Takxke KOPTHKAJIbHBINA Ty0ep B MapacaruTTAJIbHON KOpe JIeBOil 3aTbUIOYHOI 1014,
0 — cpe3 Ha YPOBHE TPETHETO JKEJYI04YKA IEMOHCTPHPYET CyOaneHIMMalIbHOe THTAHTOKIIETOYHOE 00pa30BaHNe, JOKAIN30BAHHOE BOIM3H
otBepcTHs MOHPO B MPOCBET MEPEIHEro Pora NpaBoro HOKOBOTO JKeJTyI0uKa.

Fig. 1. Magnetic resonance imaging (own research).

a — the axial T2 FLAIR shows a large cortical tuber in the left posterior temporal-parietal region, associated with a clearly visualized trans-
mantial sign (focal cortical dysplasia type 2B). A cortical tuber in the parasagittal cortex of the left occipital lobe is also noted on this section;
0 — projection at the level of the third ventricle. Subependymal giant cell astrocytoma near the Monroe hole in the lumen of the anterior horn
of the right lateral ventricle.
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KPYITHbIE JUCMOP(MUYHBIE HEMPOHBI, HEKOTOPBIX U3 HUX
colepxat 1o ABa sipa. 3akIioUYeHre: ¢ YYeTOM KITMHIYe-
CKHUX JaHHBIX MOpdoJjiornyeckas KapTiHa COOTBETCTBYET
KOpTUKaJIbHOMY TyOepy (puc. 3).

00cyxaeHue

Ilo crarucTMyeckKMM OllEHKaM, B MHpE HaCUMThI-
BaeTcsl 1—2 MJIH 4esioBeK, CTpajalollnX TyOepO3HbIM
ckiepo3oM (wim  Oosie3Hbto  bBypHeBws—IIpunria)
HE3aBMCUMO OT pachl, 3THUYECKOW TPyNIbl W TI0ja,

C TIpeArojaraeMoi pPacIpoCTPaHEHHOCThIO 3abore-
BaHus 1:6000 HOBOpOXIEeHHBIX [1]. OTBETCTBEHHBIMU
3a pa3BUTHE TYOSPO3HOTO CKIIEPO3a OTIPeNeNIEHBI CYTIpec-
copHble ormyxojieBble TeHbl: TSCI, pacrnojiokeHHbIN
Ha XpoMocoMme 9 M Komupymoluii OeloK raMapTuH,
u TSC2, pacmioyloXeHHBII Ha XpoMocoMe 16 1 Koaupy-
ommii 0eyok TydoepuH [2]. 3abosieBaHUE XapaKTepu3y-
€TCSl ayTOCOMHO-JIOMWHAHTHBIM TUTIOM HaCJeI0BaHMSI,
¢ yJactoToii Myrtaumii de novo no 70% |[3], mpu aTOM
CTeTICHb TSKECTH KIIMHMUYECKUX TIPOSIBJICHU OOJie3HU

Puc. 2. MynsTUCIIMpaIbHAS KOMIIBIOTEPHAS TOMOTPaMMa (COOCTBEHHOE MCCJIeIOBAHHIE).

a — TpexMepHasi KOCTHas pedopmManusi 1eMOHCTPUPYET MO3UIHIO YCTAHOBJIEHHBIX MOTPYKHBIX JJIEKTPOJOB; 0 — AKCHAJbLHBIA cpe3
HA YpoBHe OOKOBbIX XKeTyA0YKOB; WIEHTH(HHUIMPYIOTCS MHOXKECTBEHHbIE KaJbIMHUPOBAHHbIE CY03MeHAUMAbHBIE Y3JIbl, JOKAJHU-
30BaHHbIC B JIaTE€PAJIbHBIX CTEHKAX GOKOBMX KeJTYyI0YKOB, 2 TAKXKE BU3YAJIUIUPYETCA MO3ULUA OJHOIO U3 MOrPy2KHBIX 3JICKTPO10B
B NIPaBOii BUCOYHO-TEMEHHOI 00J1aCTH.

Fig. 2. Multislice CT (own research).

a — 3D bone reformation demonstrates the position of the inserted electrodes; 6 — axial CT — multiple calcified subependymal nodes
are identified, localized in the lateral walls of the lateral ventricles.

Puc. 3. Tucronoruveckuii npenapar. OKpacka reMaTOKCUJIMHOM U 203MHOM.

Kak B Kope, Tak M B CyOKOPTHKAJbHOM 0€JIOM BeLIECTBE ONpeIe/IOTCS KPyNHble 0aIOHHbIE KJIETKH ¢ OOWJIBHOM IUTOMIA3MOM
U IKCIIEHTPHYHO PACHOJIOKEHHBIMH <«CBETIBIMH» siipamMi. BcTpeuarorcsi Takxke KpynHbie AucMopguyHbie HEAPOHBI, HEKOTOPbIE
M3 HUX COZIepIKar 1o aBa sapa. Onucanne cOOTBETCTBYET KOPTHKAILHOM TyOepy (¢ cornacus A.I1. DKToBoii).

Fig. 3. Histological, HE. Both in the cortex and in the subcortical white matter are determined large balloon cells with abundant cyto-
plasm and “bright” nuclei. Large dysmorphic neurons are also found, some of which contain two nuclei each. Description corresponds
to cortical tuber (with the consent of A.P. Ektova).
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cpeau WHAMBMIYYMOB IIMPOKO BapbUpPyeT OT JIETKUX
GdopM 10 TSKENeHIMX MOpaXeHWi MHOTHMX OpraHoB
u cucTem [4—6].

TyOepo3HbIil  CKJIepo3 XapaKTepu3yeTcsl Tpuamoi
OCHOBHBIX M3MEHEHMWII B TOJOBHOM MO3re, BKJIIOYA-
olIeil cyoaneHaMMaNIbHbIE Y3€JIKM, CyOamuaeMaibHbIe
TMTAaHTOKJIETOYHBIE aCTPOLIMTOMBI U KOPKOBbIE/CyOKOP-
TUKaJIbHbIE TyOepbl. DTH U3MEHEHUS UMEIOTCS y OO0JIb-
IIMHCTBA JIeTeN ¢ TyOEPO3HBIM CKJIEPO30M U COMPSIKEHbI
C pa3BUTHEM PE3UCTEHTHON K JIEYCHUIO SIUJIETICUN
[7-9]. DOnunentuueckue TPUCTYIBI SIBASIOTCS Hau-
OoJsiee pacrpoCTpaHEHHBIM CUMITOMOM TyOEepO3HOTO
CKJIepo3a, TIpuYeM B OOJILIIIOM TIPOLIEHTE CAydYaeB SIMH-
JIETICHSI pa3BUBAETCsl B TeUEHUE TEPBbIX JieT ku3Hu [10].
Hepenko anunerncus ne00TUpYeT B BUAe MH(PAHTUIBHBIX
CrMa3MoB, OJHAKO OOJBIIMHCTBO TALIMEHTOB C TyOe-
PO3HBIM CKJIEPO30OM B JaJIbHENIIIEM JIeMOHCTPUPYIOT
pa3IMYHbIE TUTTBI STTJIENITUYECKUX TTPUCTYTOB, BKITIOYas
MPOCTHIE U CIIOKHbBIEC (POKATbHbBIE TIPUCTYTIBI U TPUCTYIIBI
C BTOpUYHOI reHepanusanueit [11].

M3BecTHO, YTO HEKOHTPOJMpYEMbIe 3MUJIeNTHYES-
CKMe TPUCTYTIBI y JeTeil CITOCOOCTBYIOT 3a/epXKKe pas-
BUTHS, HAPYILIEHUIO KOTHUTUBHOTO U MOBEJIEHYECKOTO
craryca, B TOM YHCJI€ C MPOSIBJICHUEM arpeccuu U pac-
CTPOMCTB ayTUCTUYECKOIO CIIeKTpa, KOTOpbIe y AeTei
C JaHHBIM 3a0o0JieBaHWEM OMHUCAHbl KaK HEPBHO-TICH-
XUYECKHE pacCTpoOiCTBa, acCOUMHUPOBAHHBIE C TyOe-
pO3HBIM cKiepo3oM [12]. B wactHOCTH, paHHee Havaio
CYIIOPOXHBIX TPUCTYIIOB y JAHHOM KaTeropuu TMaiu-
€HTOB OOBIYHO TIPUBOJAUT K TSIKEIbIM (hopMaM YMCT-
BEHHOW OTCTaJlOCTH, TTOATOMY paHHsSSI JMAarHOCTUKA
3a00JIeBaHUSI U KOHTPOJb HAaJl MPUCTYIIaMU SIBJISIIOTCS
MPUOPUTETHON 3amadyeidi COBPEMEHHOW HEBPOJOTUU
u Helipoxupypruum [13—15].

Bcem nersiM ¢ HEBPOJOTMYECKUMM TIPOSIBICHUSIMU
TyOEpO3HOTO CKJIepo3a, JaXe B OTCYTCTBHE TPUCTYIIOB,
nokasaHbl BUaeo-03-MoHuTopuHr 1 MPT ronoBHoro
Mo3ra Kaxnple 1—3 roma mo moctukeHusi 20—25 yer
C Uedbl0 OWHAMWYECKOro HabmomeHust [16—17].
ITpu HeBO3MOXHOCTH BhITTOTHUTE MPT y Takmux mamm-
€HTOB OIPaBIaHO BBHITIOJIHEHUE KOMITBIOTEPHON TOMO-
rpacuu TOJJOBHOTO MO3Ta, KOTOPOE MOXET MpPOJEMOH-
CTPUPOBATh TUIMYHYIO JUISI TIAIIMEHTOB C TyOEpO3HBIM
CKJIEPO30M KapTUHY — KalblU(UIUPOBAHHBIE TYOEpbI
U CcyOsMeHAMMalIbHbIE y3€IKU, a Takke Hajauyue cyo-
SMEHANMATbHBIX ~ TUTAHTOKJIETOYHBIX  aCTPOLIMTOM
C BEPOSITHBIM pa3BUTHUEM OOCTPYKTUBHBIX TMKBOPOAMHA-
MUYECKUX HapyIIeHU.

OCHOBHOI1 METOJ JIeUeHUsI BMUJIENCUU Yy OOJbHBIX
TyOepO3HBIM CKJIEPO30M B HaCTOsIllee Bpemsi —
MeIMKaMEHTO3Hasi Tepamusi ¢ TOoA00pPOM  OIHOTO
WJIV HECKOJIBKUX TIPOTUBOATTMIIETITUYECKUX ITPEeTIapaToB,
MpuYeM MpPU Ha3HAYEHWM TOTO WJIM WHOTO Tperiapara
pPEKOMEHJIyeTCsl YUUThIBaTh TUMN mnpuctynos [14, 17].
MexnyHapoaHasi Tpyrirna KOHCEHCyca IO KOMILIEKCY
Tyoepo3Horo ckiepo3a (The International Tuberous
Sclerosis Complex Consensus Group) peKOMEHIYeT
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BUTa0AaTPUH KakK TperapaT BbIOOpa ISl JIEYSHUST DITH-
JIETICUM, B TOM YHCJie B BUAE MH(OAHTUIBHBIX CTIa3MOB
y aeteid ¢ TyOepo3HbIM cKiepo3oM [17—19]. AnpeHo-
KOPTUKOTPOITHBI TOPMOH (HATypaJdbHBIM WJIN CUHTE-
TUYECKUI) U MPETHU30JOH MoKa3alu CBOIO 3(PPeKTUB-
HOCTh W MpeIaraloTcsl Kak ajJbTepHaTHBa BUTA0ATPUHY
B Clydasix MH(PaHTWIBHBIX CMa3MOB W TUIICAPUTMUU,
TAMKepruyeckne TpOTUBORMUIIETITUYECKUE TIpeTia-
paTbl, TTOMMMO BHMTabaTpWHa, TaKWe KaK TOIMpamar,
KapbamMa3enuH M OKCcKapOa3enmuH TaKkKe WMCTOJIb3YeTCs
B KavyeCcTBe Teparmuy BTOPOM JUHUU TIpU (OKATBHBIX
npuctynax [20]. Kpome Toro, B mociaeaHUX MCCIEH0-
BaHUSX Yy JeTeil ¢ TyOepO3HBIM CKJIEPO30M M pedpak-
TEpHOI SIWJIeTICUEl TpomeMOHCTprUpoBaHa 3¢ deK-
TUBHOCTh MHTMOMTOPOB MTOR, Takue Kak 3Bepomumyc
u cuposumyc [21, 22]. DBepoaumyc B 2012 1. 6611 3ape-
TUCTpUpOBaH B Poccum 11sT JedeHUsS] OCIOXHEHUIA
TyOepO3HOTO CKJIepo3a (B MEpBYIO odepedb CyOamuie-
MaJIbHbIX TUTAHTOKJIETOYHBIX aCTPOLIUTOM, aHTHOMMO-
JIUTIOM TI0UE€K), a TaKXKe U3ydaeTcsl ero a(pHeKTUBHOCTD
nmpu (hapMaKOpe3UCTEHTHOW SITUIETICUU, aCCOLIMUPO-
BaHHOM ¢ TyOepO3HBIM CKJIepo3oM [23, 24], B TOM yuciie
y AeTelt muanmie 2 JerT.

HecMmotpss Ha Haauume MHOXECTBA TPOTHUBOSITH-
JIEITUYECKUX TIPeTapaToB, SMUJIETICHS TIPU TyOEpO3HOM
CKJIepo3e 4YacTo HMMeeT MpOorpeccupylollee TedeHUe,
npuobpeTtass pedpakTepHBIN XapaKTep IO OTHOIIEHUIO
K MeIMKaMEeHTO3HOM Tepanuu [25].

Xupypruyeckoe jedeHue, JoKa3aniiee cBo 3 dek-
TUBHOCTbH TP JIE3UOHATBLHON STMUJIETICUN Y OOIBHBIX CO
CTPYKTYPHBIMU HapyIIeHUSIMU TOJOBHOTO Mo3ra (Kop-
TUKAJTbHBIMUA AUCTIIA3USIMU, STUJICTITOTCHHBIMUA OITyXO-
JIIMU M 1p.), AOJTOE BpeMsl He paccMaTpUBallOCh MPH-
MEHUTENIbHO K MallMeHTaM C TyGepO3HBIM CKJIEPO30M.
JlanHoe 3a0ojieBaHME CUYMTAIOCh 3aBEIOMO Heollepa-
OGEJIbHBIM COCTOSTHUEM B CBSA3U C MYJBTH(HOKATBHOCTHIO
W BapuabelbHOCTHIO TOpaXKeHWsl TOJOBHOTO MO3ra.
OmHako HOBBIE COBpPEMEHHBIE WMHCTpyMEHTAJbHbIE
METOIBI TO3BOJISIIOT  BBISIBJIATh  TYOEPBI-«BOIUTEIIN»,
HETIOCPEICTBEHHO OTBETCTBEHHBIE 3a 3MUJIETITUYECKYIO
WHIYKIIWIO, KOTOPbIe, TAKUM 00pa3oM, MOTYT CIYXHUTh
MMUIIIEHBIO JUTSI OTIEPATMBHOTO BMEIIATEIbCTBA, YTO paIy-
KaJlbHO M3MEHWJIO OTHOIIEHWE K HEeUpOXUPYPTUIECKOM
TaKTUKE MPU TYOEPO3HOM CKIIEPO3e.

Tak, ObUTO TIOKa3aHO, 4TO Yy 55—60% ManmeHToB yna-
eTcsT TOOUTBCS TIOJTHOTO perpecca MPUCTYIIOB B MOCTe-
orepalliOHHOM TIepuoje, Torma Kak mpumepHo y 40%
MPOOTIEPUPOBAHHBIX OOJBHBIX C TYOEpO3HBIM CKJIe-
PO30M TPUCTYIIBI coxpaHsioTes [26]. IIpu aTom paHHee
XUPYPrUUECKOE BMEIIATETbCTBO MOXKET YBEJTUIUTH BEPO-
SITHOCTh OJIATONIPUSITHOTO MCXOHa JaXxe Yy TallMeHTOB
C MYJIBTHOYArOBBIM TOpPaXXeHUEM, YTO HAWIy4IIUM
0o0pa3oM CKa3bIBaeTCsl Ha pa3BUTUM pebeHka [27].
YV nmanmeHToB ¢ TyOEpO3HBIM CKJIEPO30M M MeAUKaMEH-
TO3HO PE3UCTEHTHOM 3MUJIETICUEl, KOTOpPbIe HE COOTBET-
CTBYIOT KPUTEPHSAM JUTSI PE3eKINii, a TakKKe MpHu Hedd-
(GEeKTMBHOCTU oOmepanuii  MOTYT OBITb TTPUMEHEHBI
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MaJTMaTUBHBIE XUPYPTrUYECKNE METO/IbI, TAKME KaK CTH-
MYyJISILIMST OJTy>Kato1Iero HepBa, IpuMeHsieMast JUIsl CHU-
JKeHUSI YaCTOTHI U TSIKECTH TIPUCTYTOB, U KaJIJIO30TOMUSI,
LIeJIbI0 KOTOPOM SIBJISIETCS OrpaHUYEHME pacIpocTpa-
HEHMSI UKTAJIbHBIX pa3psiioB MyTeM pa300IeHMS TTOTy-
Irapuii roxoBHoro Mo3sra [27, 28].

IIpy MenMKaMEHTO3HO pPEe3UCTeHTHOW JIUICTICUU
y TAlMUEHTOB C TyOEepO3HBIM CKJIEPO30M PEKOMEH]IO-
BaHa KOMIUIEKCHasI OlLlEHKa BCeX MAaHHBIX C MpUBJIeYe-
HUEM MYJBTUIMCIUTUIMHAPHON TPYIIIBI B MEAUIIMHCKOM
LIEHTpE, CIeUaTu3UPYIOIIEMCs Ha XUPYPTUYECKOM
JICUEHUN DOBTUJENICUU, a TakKKe BBITTOJHEHUE MYJIBTH-
napamerpuyeckoit MPT ¢ BbICOKMM pa3pelieHueM
U JOTMOJHUTENbHBIMU ~ MP-TiocnenoBaTeIbHOCTSIMU.
IIpyu KOHKOPIAHTHOCTU KJIMHUYECKUX, BIEKTPOPU3NO-
JIOTUYECKUX JaHHBIX M pe3ynsratoB MPT moxer ObITh
JIOCTaTOYHO TIPOBEJCHUSI HEMHBA3UBHOTO BUIE0-DDI-
MOHUTOPHWHTA, TIPU 3TOM WMHBa3UBHBII DB[-MOHUTO-
PUHT C WCIOJIb30BaHUEM CYOMypaJIbHBIX 3JIEKTPOJIOB
MOXeT OBIThb HEOOXOIMM B ClIydasiX perucTpaliid MHO-
JK€CTBEHHBIX AMWJIETITOTEHHBIX 30H WJIW JUIS YTOUHEHUS
rpaHuIl 30HbI pe3ekiuu [27].

MP-kapTuHa TyOEepO3HOTO CKJepo3a J10CTaTOYHO
cneurduIHa U OOBIYHO HE TIPEACTaBISIET CIOXHOCTHU
NI HelipopanuoJiora (3a UCKJIIOUEHUEM CTy4aeB C Ov-
HOUHBIM TyOE€pOM B OTCYTCTBME OCTaJbHBIX ITPOSIB-
JieHuit). Boripoc o siokanu3aiuy oyara arujienTu4ecKoi
aKTUBHOCTM HWMEHHO B TyOepax /0 HacCTOSIIEro Bpe-
MEHHU OTKPBIT; MHOTHE aBTOPBI NMPU3HAIOT UHIYKTOpPaMU
SMUJETITUYECKUX TPUCTYIIOB KOPTUKaJIbHBIE TyOephI,
B TO BpeMsl KaK JIpyrue TpearoararoT, 4TO SIUJIeN-
TOreHHas1 00JIaCTh MOXKET HaXOAMTCS U 3a MpeaeaMu
TyOepOB WM Jaxe Ha paccTossHuM oT Hux [29]. Ompe-
NeJIeHUe  TMPEeTOoJ0XUTEIbHOTO — TyOepa-«BOAUTENS»
npy MPT — ogHa 13 BaXKHBIX 3a[1a4 IIpeaoTepallioOHHON
nuarHocTuku. [lo maHHBIM JTUTEpaTyphl, SMUICNTOTEH-
HBIMU CUMTAIOTCSI TyOephl, COMPSIKEHHbIE ¢ (POKAIbHOM
KOpPTUKaJIbHOW  aucruiazveit  (Hambosiee  BEpOSITHO,
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ANCKYCCUSA U HAYYHBIE T’NMNOTE3bI

MeaunuHCKIE U MIPABOBbIE MPOOJIeMbl BLIXAXKHBAHUS HOBOPOXKIEHHBIX JeTei
C IKCTPEMAJIbHO HU3KOM MACCOM Tesa

I H. Komxosa', A.B. bacosa’

'Pre0yY BO «CapaToBCKMIA HAUMOHANbHbI MCCNEA0BATENbCKNI FOCYAAaPCTBEHHbIV YHUBEPCUTET UM. H.I. YepHhbIweBCcKoro»
MwuHMcTEepCcTBa Haykn 1 BbicLiero obpasoBaHus Poccuiickoin @epepaunn, CapaTtos, Poccus;

2pre0y BO «CapaToBCKMil rocyAapCTBEHHbIV MeAVLMHCKUIA yHUBepcuTeT M. B.U. PasymoBckoro» MuHaapasa Poccuu,
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Medical and legal problems of nursing children with extremely low body weight

G.N. Komkova', A.V. Basova®

'Chernyshevsky Saratov State Research University, Saratov, Russia;
?Razumovsky Saratov State Medical University, Saratov, Russia

IIpoBenen aHaaM3 POCCUIICKOTO 3aKOHONATEILCTBA, HAYYHOIl JIUTEPATYPbI U MPABONPHUMEHHUTEIHHOI MPAKTUKH 1O BONPOCY peria-
MEHTHPOBAHHUS BbIXAXKMBAHUSI HOBOPOXK/IEHHDIX JIeTeil ¢ 3KCTPeMaIbHO HU3KOi Maccoii Tena. Vcnoib30BaH MaTepua HOPMATHBHO
NPABOBBIX AKTOB, HAYYHBIX CTaTel M CyIeOHBIX PelIeHuii M0 TaHHOi Teme. BpisBieHbI MPOOJeMbl IPABOBOTO PErYJIMPOBAHUS OKA-
3aHUS MeIUIMHCKON MOMOIIM HOBOPOXKIEHHBIM JETSAM C 9KCTPEMAIbHO HU3KOi MAcCoii Tesia, a TakKe (haKThl yHIeMJIeHHs NMpaB
Bpayeil B CIy4asiX HEBbIXAKMBAHUM TAKHUX JeTeil. CleslaHbl BLIBO/IbI, YTO MPABOBOE PEryJIMPOBAHME MEAUIMHCKON MOMOIIM AETAM
€ 9KCTpeMaJIbHO HU3KOi MacCoii TeJia HyXKIaeTcs B AaJIbHelilleM COBepIIeHCTBOBAHUM, TPeOyeT THIATEeIbHOTO IKCIEPTHOTO aHAIN3a
MeIMIIMHCKAMH CTIeNMAIMCTAMHI, TAK KAK C I0PUIANYECKOi TOYKH 3peHHsi OHO He o0ecnevynBaeT 0aJaHC UHTEPECOB JeTeil, POIUB-
HIMXCS € IKCTPEeMAJIbHO HU3KOIi MacCoii Tes1a, X poauTeeii U Bpavei.

Karoueevte caosa: Ho6opodcdenHblil peOeHOK, IKCMPEMANbHO HU3KAS MACca mena, 0emu-uHgaiuobl, 3auuma npas epadel.

Ansa untupoBanus: Komkosa I".H., bacoBa A.B. MeanunHckne 1 npaBoBbie npobieMbl BbixaxXnBaHUsi HOBOPOXAEHHbIX AETeH C 9KCTpemMasibHO
HU3KOW maccovi Tena. Poc BecTH nepuHatosn v neamatp 2020, 65:(2): 99-103. DOI: 10.21508/1027-4065-2020-65-2-99-103

The authors analyzed the Russian legislation, scientific literature and law enforcement practice on the nursing of newborns with
extremely low body weight. They used the normative legal acts, scientific articles and court decisions on this topic. There were identi-
fied the problems of legal regulation of medical care to newborns with extremely low body weight, as well as the facts of infringement
of the rights of doctors in cases of mortality of such children.

The authors concluded that the legal regulation of medical care for children with extremely low body weight requires further improve-
ment, careful analysis by medical specialists, since from a legal point of view there is no balance between the interests of children born
with extremely low body weight, their parents and doctors.

Key words: newborn child, extremely low body weight, children with disabilities, protection of the rights of doctors.
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Pa31mme TIPOTPECCUBHBIX METUIIMHCKUX TEXHOJIOTUH
CBSI3aHO C TOSIBJICHUEM psiia TIpo0JIeM, O KOTOPBIX
co3aaTeN JaHHBIX TEXHOJIOTMII He MOIJIM Jaxe IOI0-
3peBaTh. DTO MHEHHE MOXHO OTHECTH U K TOSIBJICHUIO
Ha CBET HEIOHOIIEHHBIX JeTel, KOTOphle paHee ObLIN
0o0pevyeHbl Ha THOENTb, OMHAKO C Pa3BUTHEM MEIUIIMHBI
MMEIOT BO3MOXHOCTh U BbDKMBaHUS. B poccuiickoM
3akoHopaatesbcTBe B 2012 . mpukazoM MuH3IpaBCOIl-
Pa3BUTHS ObUTM YTOYHEHBI KPUTEPUU POKACHUS NETei,
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pekoMeHI0BaHHbIe BcemupHoOil opraHu3zaiuein 31paBo-
oxpaHeHust (BO3): cpok 6epemeHHocTu 22 Hen u Oosiee;
Macca Tejla pebenka mpu poxaenuu 500 r m Oodee;
IUTMHA Tejla pebeHKa TpMu poxkjaeHuu 25 cM u Ooee,
ecliM peyb MIAET He O MHOTOIUIOTHON OepeMeHHOCTH.
B 2013 . Obl1 moGaBiieH elle OOWH KPUTEpHil — CPOK
OepeMeHHOCTHM MeHee 22 Hel WiIM Mmacca Teja pebeHka
npu poxaeHuu meHee 500 r wiaum (B ciaydae, ecim macca
Tejla MPU POXKIECHUM HEW3BECTHA) IJTMHA Tella pebeHKa
MeHee 25 CM Mpu TIPOAOKUTEILHOCTU XM3HU Oosee
168 1 mocye poxnenus (7 cyt) [1].

Kusopoxnennem g0 20121 cyuTasoch TIOJHOE
W3THAHWE WU U3BJIEYEHUE «ITPOAYKTa» 3a4aTusl U3 opra-
HU3Ma MaTepy BHE 3aBUCUMOCTH OT TIPOJOJIKUTETbHOCTH
6epeMEHHOCTH, HO C TIPU3HAKAMU XU3HU TTOCJIe U3THAHUS
(mpIxaHue, cepaueOreHune, myabcalus MyIMOBUHBI, TTPOU3-
BOJIbHBIE JBIMXXKEHUSI MycKyaatypbl) [2]. C BcTyruieHreM
BBIIIIEYKA3aHHOTO TIPHUKa3a B IEHCTBUE XUBOPOKIECHUEM
CYMTAETCS MOMEHT OTIEJICHUS He «ITPOAYKTa», a «II0Jda»
NpU Cpoke OepeMeHHOCTH 22 Hell ¢ MacCol W JIMHOM
Testa HoBopoxkneHHoro 500 r m 25 ¢cM COOTBETCTBEHHO.
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Ipu MHOTOIIOAHOM GepeMEeHHOCTH aHTPOTIOMETPHYE-
CKUE JJaHHBIE TUTO/Ia MOTYT ObITh MEHBbIIIE.

MepTBOPOXICHUEM CUMTAIACh CMEPTh <«ITPOIYKTa»
3aUaTvsl JI0 €ro TOJIHOTO WM3THAHUS WM W3BJICUCHUS
13 OpraHu3Ma MaTepy BHE 3aBUCUMOCTH OT TIPOAOJIKU-
TeTBbHOCTH OepeMeHHOCTH. Ha cMepTh yKa3bIBaio OTCyT-
CTBUE y «ITPOJYKTa» 3a4aTusi Tpu3HakoB xu3Hu. C 2012 .
MEpPTBOPOXIECHUEM CUMUTAETCS MOMEHT  OTICJICHUS
«IJI0Ja» OT OpTaHM3Ma MaTepH ITOCPEICTBOM POJIOB
Mpu Cpoke GepeMeHHOCTH 22 Hed M OoJjiee, TIPU Macce
tena HoBopoxiaeHHoro 500 r u OGosee (Menee 500 r
MPY MHOTOIUJIONHBIX pojax) wiu (B ciydae, eclii Macca
Tena pebeHKa TPU POXIECHUW HEU3BECTHA) TIPU JUTMHE
TeJla HOBOPOXIEHHOro 25 c¢cM M 0ojiee B OTCYTCTBUE
VY HOBOPOKIEHHOTO MPU3HAKOB XKUBOPOXKICHMUS.

Jo 2012 . B opranax 3AI'C noajiexanu perucTpaiuu
(BBIIAYe CBUICTENHCTBA O POXKICHUN) IETH, POIUBIINECS
KMBBIMU UJIM MepTBBIMM ¢ Maccoii Tena 1000 r u Gonee,
a Take JIeTH ¢ JUIMHOM Tena 35 cM u Gosiee, eciiv Macca
Tejla pebeHKa Oblia Hen3BecTHa. PebeHoK, ponuBIIniics
¢ maccoit tena ot 500 no 999 r, momwiexan perucrpaluu
B opraHax 3AI'C Tonbko B ciydae, €CiAM OH TMPOXXWII
Gosiee 168 u mocie poxaeHus, T.e. 6onee 7 cyr. Ecau
Takoil peOeHOK yMHUpall, He TPOXWB YKa3aHHOTO Bpe-
MEHU, CMEPTh He PETMCTPUPOBAIACh, TAK KaK CYUTAIOCH,
YTO ObUT POXIEH He pe0eHOK, a «ITPOAYKT» 3auatus [2].

C 2012 1. cBUAETEALCTBO O POXICHWM Ha peOeHKa,
POIMBIIIETOCS MEPTBBIM, He BbITaeTcs. MeauIMHCKOe
CBHMIIETENIBCTBO O POXAECHUM pebeHKa MeINIIMHCKON
opraHM3allieil BbIIAETCS B COOTBETCTBMU C JIEUCTBYIO-
UMW KPUTEPUSIMU KUBOPOKACHUSI, TTOITOMY JaHHOE
CBMJIIETENIBCTBO Ha JIETEH, pOAMBIIUXCS TIPU CPOKe Oepe-
MeHHOCTH MeHee 22 Hen (¢ maccoit Tena meHee 500 T)
BBIIaeTCsA, eClu pebeHOK TpoXuia Goyee 168 1 mocie
poxnaenus (7 cyt) [1, 3].

HoBble TpeGoBaHMs, MpeabsBIsieMble K KPUTEPUSIM
SKMBOPOXIEHMSI, TTIOBJIEKJIU 32 COOOI HOBBIE 00S13aHHOCTU
U OTBETCTBEHHOCTh Bpadeil — aKyIIepoB-TMHEKOJIOTOB
M HEOHATOJIOTOB, a TaKXKe HEOOXOMMMOCTb ISl TIepU-
HaTaJbHBIX LIEHTPOB CO3/1aBaTh YCJIOBUS IS BBIXaXKU-
BaHMs HEOOHOIIEHHBIX AeTeid Maccoil Tenma 500 Tak,
B cJIyJae poXaeHUs pebeHKa TpU CpoKe 0epeMeHHOCTH
22 Hex ¢ TIpU3HAKaAMU KMBOPOXKACHUSI Bpauu OOSI3aHbI
00ecrneuynTh HOBOPOXICHHOMY TIPOBEIEHUE peaHu-
MAaIIMOHHBIX MEPOTNPUSITUIA W  TOCTEAYIOIINe STarlbl
€ro BbIXaXWBaHMS. PeaHUMalIMOHHBIE MEPOTIPUSITUS
MEpPTBOPOXIECHHBIM Ha TAHHOM CpOKe OepeMeHHOCTU
He TIPeIyCMOTPEHBI I CTBYIOIINM 3aKOHOIATETHCTBOM.

HaxorneH yXe CeMWIETHUI OIBIT OCYIIECTBICHUS
peaHNMalMOHHBIX MEepOTIPUSITHIA, WHTEHCUBHOM
Tepany U UCTIOJIb30BAHUS 3TAMOB BBIXaXKWBAHUS JIeTei
¢ 9KcTpeMmaibHO HU3Ko#l (1o 1000 r), oyeHb HU3KOM
Maccoit Tena (1o 1500 r). OnHako HEOOXOAMMOCTD Tepe-
XoJa Ha pekoMeHmoBaHHble BO3 kputepuu poxaeHus
JeTel Bce ellle IIMPOKO OOCYXKIaeTcss MeAUIIMHCKUM
COOOIIECTBOM, TaK KaK SIBJIIETCS CJIOKHOM 3a1adeii, Tpe-
Oyroliieit BEICOKOM KBanu(puKaimu Bpaya u oo6ecriedeHusI

ANCKYCCUSA U HAYYHBIE T’NMINOTE3bI

MEIULIMHCKUX OpTraHU3aluii BBICOKOTEXHOJIOTHUHBIM
obopynoBaHueMm. Jlist perieHust TaHHOM 3amauynl HeoOX0-
IUMO TPEANPUHUMATh TOTOJHUTEIbHbIE OpraHU3alli-
OHHBIE, TPAaBOBbIE M (PUHAHCOBBIE MEPHI.

Ilepexon Ha pekomeHaoBaHHble BO3 xkpurepuu
SKUBOPOXICHUST HETOHOIIEHHBIX IETe, ¢ OTHOM CTO-
POHBI, MOXXHO OIICHUTH TIOJIOXHWTETbHO, TaK KaK BHe-
IpeHWe HOBBIX CTAHIAPTOB TIPUBEIO K Pa3BUTHUIO
MeauaTpuu, peaHuMaly, MHTEHCUBHOW Teparuu, Heo-
HATOJIOTMY U IPYTUX HampaBieHuir MmenuiuHbel. B 2013 .
OblJ1a MPWHATA TocymapcTBeHHast [Iporpamma pa3BUTHS
MepuHATAIbHBIX 1eHTpoB B Poccuiickoit Menepanuu,
paccuutanHas Ha 2013—2017 rr. [4]. 3amaun MporpamMMbl:
CTPOUTELCTBO PETUOHAJIBHBIX TIepUHATATbHBIX IIeH-
TPOB; MOATOTOBKA MEIWIIMHCKUX KaapoB IJIsT pabOThI
B HHUX;  COBEpIIEHCTBOBaHWE  TEePPUTOPUATIBHOM
MOJIEJI OKa3aHUsl aKyIIepCKON M HEOHATOJOTUYECKOM
TTOMOIIIY; TIOBBITIeHNE 3G (MEKTUBHOCTU TTepUHATATBHOM
IMOMOIIM M CHWXXEHWE MaTepUHCKOM W MIIaJeHYeCKOM
CMEpPTHOCTH.

B pamkax peanusauuy rmocTtaBieHHBIX [lpaBHUTETh-
crBom P® 3amau Obl1o moctpoeHo Gosiee 30 mepuHa-
TaJbHBIX LIEHTPOB B Pa3IMYHBIX CyobekTax PD, mponsse-
JIeHa MOJEePHM3AIINST PETMOHATBLHOTO 3ApaBOOXpPaHEHMS
3a cuer cyocunuit 3 Gromkera denepanbHOrO hoHIma
00s13aTeIbHOTO  MenUuIMHCKOoro obpa3oBaHus (OMC).
OTneneHus peaHUMaIuy ¥ MTHTEHCUBHOM Tepariy HOBO-
POKIEHHBIX M HEMOHOIIEHHBIX TIepUHATATBHBIX LIEHTPOB
obecrieueHbl YHUKAJIBHBIM 00OpYIOBaHUEM, TTO3BOJISI-
JOIIMM BBIXaXXUBAThb JETE, POAUBIINXCS C KPUTUIECKU
HU3KOU Maccolt Tena.

Bhle3aHble peaHUMAaIMOHHO-KOHCYJIBTaTUBHBIE OpU-
rajabl OTACTIeHUI peaHUMallMi U MHTEHCUBHOM Tepanuu
HOBOPOXIECHHBIX TO3BOJISIIOT MaKCUMaJbHO TPUOII-
3UTh HEOHATAJIbHYIO peaHUMAaIlMOHHYIO TIOMOIIb K MJla-
JIeHIIaM 1 00eCITeYnTh MaKCUMAaJTBbHO IAISIIYIO UX TPaH-
CTMOPTUPOBKY B 1ieHTp. Hampumep, Tonbko 3a 20141
BBIE3THOW peaHMMAllMOHHO-KOHCYJIBTAaTUBHOW  Opu-
ranoit O6JacTHOTO TepMHATaIbHOTO lieHTpa SIpociiaB-
cKoil obnactu Obulo BbIMOJIHEHO 390 BbBIE3MOB, TpaH-
crnopTupoBaHbl 379 HOBOpOXIEHHBIX [5]. B oTneneHusx
peaHMMaly U MHTEHCUBHOM Teparuy HeIOHOIIEHHBIM
HOBOPOXIEHHBIM  00ECTeUMBAIOTCSI  COBpEMEHHBIE
BUIBI PECITMPATOPHOM TMOMAIEPKKU, IMapeHTEePaTbHOTO
MUTaHUsI, aHTUOMOTUKOTEpanuu. B oTmeneHusx peaHu-
Maluy HOBOPOXKIEHHBIX pabOTaIOT BICOKOKBATU(UIIN-
pPOBaHHBIE BpaYl U MEIUIIMHCKUE CECTPHI.

Tem He MeHee TOSIBJIEHWE Ha CBET OOJIBIIIOTO KOJIM-
YecTBa HEMOHOIIEHHBIX JeTel ¢ KPUTUYECKH Majoit
Maccoii Tejia TTOCTaBUIIO Mepe METUKaMU, POIUTEIISIMU,
TICUXO0JIOTAMK BOIIPOC 00 WX JaTbHEWIIEM MTOTHOIIEHHOM
cyllecTBOBaHWM. Tak, BBeIeHHE HOBBIX KpHUTEpUEB
SKUBOPOXICHUS OIICHUBAETCs] BeCbMa KPUTUYHO HEKO-
TOPBIMM BeAYIIMMU CHEIUATUCTAMU 3IPaBOOXPAHEHUSI.
B ¢despane 2018 1. 3aBenyroumii Kadempoit mcuxua-
TPUM W HAPKOJOTUM BalllKMpcKoro rocyaapcTBEHHOTO
MenuirMHckoro yHuBepcutera mipod. B.JI. KOnpames
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Komkosa I'.H. u coaem. MenuumHcKue u TIPpaBOBLIC l'lpO6JIeMbI BbIXa>XXKMBAaHUS HOBOPOXIECHHBIX neTeii ¢ SKCTPEMAIbHO HU3KOM Maccoii Tena

BhICTYNIUJ Ha 3acenaHun CoBeTa Mo Hayke TpW TJiaBe
pecnyOoJIMKN C TIpeIJIOXXKeHWEeM OTKas3aTbCs OT BbIXa-
JKMBaHUsI HOBOPOXJIEHHBIX C 3KCTPEMaJIbHO HU3KOM
maccoii Tena (500—600 r) B ¢BSI3M ¢ TeM, YTO OOJBIIUH-
CTBO M3 HUX CTAHOBSITCSI MHBAJIUAAMU C pacCTpOCTBaMU
3peHusl, cllyxa, HepBHOW cucTeMbl. JlaHHYIO WMHMUIIMA-
TUBY TIOJJIEpXaJl OPeHOYPICKMi Bpay M IOPUCT, JTOKTOP
menuimHckux Hayk C.C. MakiaHleB, CUMTAIOUINM,
YTO HOBEHWIIME MEIUIIMHCKHE TEeXHOJOTUM OO0peKaroT
9TUX JIETeN U UX POAUTENIe Ha MyYUTEIBHYIO XKU3Hb [6].

PykoBoautenbr Accouuanuu Bpadeil Pecrnyonauku
Antait @.0. OenoToB pasenseT MHEHUE KOJUTeT U yKa-
3bIBAET Ha TO, YTO «B CAMBIX 9KOHOMUYECKM Pa3BUTHIX
CTpaHaX CMEpPTHOCThb JIeTell C BKCTpeMajbHO HU3KOM
maccoit tena gocturaet 70%, a mpu Macce ot 500
10 750 r — 10 90%. W3 BekuBimx 70% sIBasilOTCS MHBA-
JIUIAMU TSDKEJION M CpeaHEeN CTENMEeHU, KaKIbIi TPETUI —
CJIETION, KaXK/IbIii YeTBEPTHI — C IETCKUM LiepeOdpasbHbIM
nmapajindyoM u MHoroe npyroe» [7]. Ilpesunent Poccuii-
CKOro oOIllecTBa aKyIlIepOB-TMHEKOJIOTOB, aKaaeMUK
PAH mipod. B.H. Cepos cuuraet, 4To 60pOTHCS 3a JKN3Hb
NeTell C SKCTPEMaJIbHO HU3KOW MAaccoil Tejla HyXHO,
HO HEJIb3sl CYMUTaTh, YTO 3TO Oojbiioe Ojnaro. IlepuHa-
TaJlbHbIE LIEHTPbI TTOCTPOCHBI, METOJANKMN W TEXHOJIOTUU
CYIIIECTBEHHO YJYYIIAIOTCS, HO TIPOTHO3 ISl 9TUX JIeTei
Jlajieko He Bceraa TMOJIOKUTEbHBIN, U Yepe3 HEKOTOpoe
BpeMsl OOIIECTBO OOHApyXXWT, UTO JETeil C TMopoKamu
pa3BuTus ctajo oosblie [7]. CrienuagincTbl yKa3blBalOT
Ha TO, 4TO 3(P(MEKTUBHOCTh BBIXaXKMBAHUS HAMPSIMYIO
3aBUCHUT OT MacChl Tejla peOeHKa MpUu pOoKACHUU, TT0JI0-
JKUTEJIbHBIN TIPOTHO3 HaOJIIofaeTcsl TMpU Macce Tena
pebenka 750 T u 6oxee [8].

Ilo mannbiM Poccrara nereii-wuHBanumoB B Poccum
CTAHOBUTCS OoOJbIIe ¢ KaxknbiM TomoMm. Tak, B 2016 T
ux Obu10 617 THIC., B 2017T. — 636 THIC., B 2018 . —
651 ThIC., TOTIA KaK YUCIEHHOCTb WHBAJIMIOB CTaplie
18 JyeT, HampoTWB, TOCTeTNIEHHO CHuUXaetcs. B 24,3%
cllyyaeB y JeTeli-WHBaJIMIOB JIUArHOCTUPYIOTCS TICH-
XUYECKHEe pacCTpONCTBA M PACCTPOMCTBA MOBEACHUS,
y 23,2% — 607e3HU HepBHOU cucTembl, y 17,7% — Bpo-
KIEHHbIE aHOMaiuu, nedopMallid M XPOMOCOMHBIE
HapyueHwus [9].

OdunmanbHOW MHGOPMALIMKA O YNCICHHOCTH JIeTei-
WHBaIMIOB B Poccuu, pOXIEHHBIX C 3KCTpeMaJbHO
HU3KOWU W O4YeHb HU3KOW Maccoll Tena, B OTKPBITOM
nocryne HeT. [1o JaHHBIM IeTCKOI TOPONCKONM KIIMHUYEe-
ckoii 6onbHUIBI Ne8 1. YenssOuHcKa, 1eTH, pOAMBIIAECS
C DKCTpeMalbHO HU3KOW Maccoii Tena, B 100% ciydaeB
MMEIOT IIOPOKM CepAlla U AbIXaTeJbHblE HapyLUIECHUS,
a 6,8% nerteil ellle Ha CTAAVU BBIXaXKWBaHUS YCTaHABIU-
BaeTcs MHBAIMAHOCTS [10].

ITpu uccnenoBanum 122 maluueHTOB B BO3pacTe OT 5
1o 8 JIeT, POXXACHHBIX C OYeHb HU3KOH U IKCTpEeMaIbHO
HU3KOI Maccoit Tejia, ObLJI0 TTOKa3aHo, YTO y 3TUX JAeTei
3HAUUTEJbHO Yallle BCTpevyalwTcsl Bce (OpMbI Hapy-
IIEHUsI HEPBHO-TICUXUUECKOTO pa3BUTUSI, a WMEHHO
o0I1iee OTCTaBaHME MHTE/UIEKTYaJIbHOTO — Pa3BUTHS,

paccTpoiicTBa  ayTMCTMYECKOTO  CIIEKTpa, CUHAPOM
neduunuTa BHUMAHUS W TUTIEPAKTUBHOCTU, TPYIHOCTH
IIKOJIBHOTO OOYYeHUsI, HapyIIeHUS] KOOPAWMHALIMY JTBU-
JKeHUI, 3Hype3 M T.Ja. Poaurenu nereir KajloBaluCh
Ha TO, 4TO peGEHOK pacTeT MHUTEIbHBIM, KPUKIUBBIM,
JKECTOKMM TI0 OTHOIIEHWIO K JAPYIMM, YacTo JepeTcs,
WCTIBITBIBAET OECTIPUYMHHOE BOJTHEHME, HEYBEPEHHOCTh
B ceoe [11].

JleTcKue Bpauyu-HEOHATOJOTH JTOCTATOYHO CACPKAHO
OTHOCSITCS K 3aKOHOJATETbHOMY PEIIeHUI0 BhIXaXKUBATh
IeTeil ¢ BKCTpeMajibHO HUM3KOM Maccoil Tema. B 2018 .
B pe3yJbTaTe aHOHUMHOTO orpoca 45 Bpaueii-HeoHa-
TosioroB Bosrorpanckoit 06jactd ObLIO YCTaHOBJEHO,
4To TOJBKO 33,3% OMpOIIEHHBIX aOCOIOTHO YBEPEHBI
B TIPaBUJIBLHOCTU HaHHOTro pemeHusi, 20% cuuTaioT
pelIeHneM cKopee TMpaBUJIbHBIM, YeM HeTpaBUIbLHBIM,
37,8% wMeloT HeraTMBHOE MHEHME IO 3TOMY BOIIPOCY,
a 8,9% He onpenenuauch ¢ otBeToM [12]. [TpuBeneHHbIE
UOPBI CBUACTENBLCTBYET O AUCKYCCMOHHOCTH BOIpOCa
0 HEOOXOIVMMOCTH BBIXaXKMBAaHUS JIETE ¢ 9KCTPEeMaTbHO
HU3KOU Maccol Tena.

Wntepecen ombiT CIIA, rme ObuUM TIpOBEACHBI
WCCIIeIOBaHUS B O0JIACTU M3YYeHUsS BO3MOXHOCTEI
HEOHATOJIOTOB MPAaBWJIBHO MPOTHO3MPOBATh KU3HECITO-
COOHOCTh HOBOPOKIEHHBIX M OTIPEICIISITh LIeJecoobpas-
HOCTHb TIPOBEIEHUST PeaHWMAIlMOHHBIX MEPOTPUSTHIA
Ha OCHOBE CJIEIYIOIINX KPUTEPUEB: XXU3HECTIOCOOHOCTh
pebeHKa, TMOJOXUTEIbHBI OTBET Ha TEPBUYHYIO pea-
HUMAaIWIO, KauecTBO XU3HU. B pesynbrate ObLT cleiaH
BBIBOJ, 4TO IIeJIECOOOPa3HOCTh U 0OBEM peaHUMaIly-
OHHBIX MEPOTIPUSITUI TOJKHBI OMPENeNISIThCS HEOHATO-
JIOTAMHM CaMOCTOSITEJTbHO B 3aBUCUMOCTU OT COCTOSTHUSI
pebeHKa 1 ero OTBeTa Ha IepBUIHYIO TToMoIIb [13].

B cBsi3u ¢ aTMM, IO HallleMy MHEHUIO, HEOOXOIMMO
nHGOPMUpPOBaHUE OEpEeMEHHBIX XEHIIMH O TIOCJe-
CTBMSIX BBIXaXXMBAHUS TIONA C OKCTPEMaJbHO HU3KOM
Maccoii Tejia, a TakKe MoJydeHre UX TPeaIBapuTeIbHOTO
MHOOPMUPOBAHHOTO COINIACHS Ha TIPOBEICHHME peaHu-
MaIMOHHBIX MEPOTIPUSITAI B OTHOILIEHUU JIeTel, POIWB-
LIMXCS IPU CpOKe OepeMEeHHOCTH MeHee 22 Hel, KOTOPoe
HEeoOXOOMMO TIOAMUCHIBATHL TPH TOCTAaHOBKE Oepe-
MEHHOM XEHIIWHBI Ha y4eT B MEIUIIMHCKYIO OpraHu-
3anuio. ToJbKO B 3TUX CyJasXx BpayaM TepUHATaTbHBIX
LIEHTPOB CJIeYeT OCYIIECTBIISITh MHTEHCUBHbBIE peaHMa-
LIMOHHBIE MEPOTIPUSATHS 1O BEIXaXXMBAHWIO TAKUX JIETEH.

JpyruM HeraTMBHBIM MOMEHTOM, CBSI3AHHBIM C BBE-
JIEHEM HOBBIX KPUTEPUEB XXWBOPOXIEHMWS, SIBIISIETCS
MpYMEHEHNE Mep YroJIOBHOM OTBETCTBEHHOCTH K BpayaM
B cllyyae rubesii HOBOpOXIeHHOTo pebeHka. HoBbie kpu-
TEPUM XKUBOPOXKIECHMS JETeil CIIykaT MpUIMHAMU OOBU-
HeHuil Bpaueid mo ct. 105, ct. 109, ct. 124 YromoBHoro
konekca Poccuiickoit Denmepanviv, a MMEHHO TI0 OOBUHE-
HUSIM B YOMICTBE, MPUUYMHEHUN CMEPTHU IO HEOCTOPOXK-
HOCTH, HeOKa3aHWM TIOMOIIM GojibHOMY. Bpaum, okasbl-
BaloIIe MEIUIIMHCKYIO TTIOMOIIb JETSIM C 9KCTPEMaTbHO
HU3KOI Maccoii Tejla, HaXOmATCS B CJIOKHON CUTYalluu,
TMTOCKOJIbKY B OOJIbIIIEl CTETIEHU, YeM paHblIle, IMOoaBepra-
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IOTCST PUCKY TIPUBJIEYEHUST K YTOJOBHOM OTBETCTBEHHOCTH
n3-3a 6oJiee BBICOKOW CMEPTHOCTH TaKWX JETEH TIPH Mpo-
BeJICHUM peaHWMAlMOHHBIX MEpONPUITHIA, a TaKxke
Ha TIOCJICIYIOIINX 3TAIaX BhIXaXKWUBAHUSI.

Kanyxckuit obnactHoit cyn B nekabpe 2018 . mpu-
3HaJI aKyllepa-TUHEKOJIOra, 3aBeAYIONIYI0 OTIeIeHUEM,
B KOTOPOM TPOXOIWJW POIbI, BUHOBHON B CMepTH
pebeHka, poauBiIerocs Ha cpoke 30 Hen OepeMeHHOCTI
C OKCTpeMaJIbHO HU3KOM Maccoii Tesia — 650 T 1 Ha3HAYWIT
eif HaKka3aHWe B BUJE JIMIIIEHUsT CBOOOIBI Ha CPOK 2 Toa
C JTUIIEHUEM TIpaBa 3aHUMAThCS MEAULIMHCKOM IeATe b~
HOCTBIO, CBSI3aHHOI C MPUEMOM POJOB, Ha CPOK 2 Troja.
CynMeasKcrnepTh3a YyCTaHOBMIIA, YTO peOeHOK POIUICS
¢ TIpU3HAKaMU KU3HU (C TYJIbCUPYIOLIEH ITyTOBUHOM
U TIpU3HAKaMM JbIXaHUsI), HO M3-3a OTCYTCTBUSI HEOO-
XOIMMOTO 00OpYIOBaHUS U MEAMKAMEHTOB B MEIWLIVH-
CKOI opraHuzanuu pebeHKa crmacTh He yaanoch. Bpau
CBOell BMHBI He TMpU3HAJA, MOCKOJbKY HEOTHOKPATHO
cTaBUJIa TIepel PYKOBOACTBOM BOMPOC O TIPUOOPETEHUN
HEJI0CTAaIoIIero 000pyIOBaHMs, HO €€ 3assBKU He BBITTOJ-
Hstich. OTHAKO Cy/ 9TO BO BHUMaHWe He TpUHsI [ 14].

CrieICTBEHHBINT KOMUTET ITOCTATOYHO YacTO BBIIBU-
raeT OOBMHEHUS BpauyaM, €CJIi MM He yIaeTcs CITacTh
HEJOHOIIEHHOTO pebeHKa C OKCTpPeMaJbHO HU3KOMW
Maccoii Tema. OYeBUAHO, UTO Bpaydl JOJDKHBI HECTH
OTBETCTBEHHOCTb TOJIEKO B TOM CJIydyae, €CJIM OKCITepTr3a
KavyecTBa MEIMIIMHCKOW TTOMOIIM YCTAHOBUT HECBOEB-
PEMEHHOCTh M HeHajuIeXXalllee UCTTOTHEHE UM TIpodec-
CHOHAJIbHBIX O00SI3aHHOCTEN T10 OKa3aHWIO MeIUIIMH-
CKOIi TTOMOIIIM HOBOpOXIeHHOMY. Eciu Takoro pebeHka
He yHaeTcs CIacTU WM3-3a OTCYTCTBUS HEOOXOIUMOTO
000pyIOBaHUSI, PACXOAHBIX MaTepuaJoB W MeIauKa-
MEHTOB, peaHUMOOWJIEH JUIsI OKa3aHUsSI BBICOKOTEXHO-
JIOTMYHOU peaHWMAaIlMOHHOW TTOMOIIIM, Bpad He TOJIKeH
HECTU OTBETCTBEHHOCTb, MTOCKOJIBKY OH HE 3aHUMAaeTCsI
BOITPOCAaMU MaTePHUATBHOTO 00eCTeueHUST MeIUITMHCKOM
opraHu3aunu. bosee Toro, He B KaxkIOM TOPOJE CYIIECT-
BYET IMepUHATATbHBIN IIEHTP ¢ THHOBAIIMOHHBIMM TEXHO-
JIOTUSIMM, a CaHWUTapHasl aBualvs He pa3Buta B Poccum
Ha JIOJDKHOM YPOBHE.

CreyeT TakKe 3aMETUTh, YTO, K COKAJIEHUIO, CITIOXKM-
J1ach cyneOHast TpakThKa 1Mo MPU3HAHUIO Bpavyeil BUHOB-
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ANCKYCCUSA U HAYYHBIE TNMIMNOTE3bI

Bo03MO0KHOCTH HOBBIX T€XHOJIOTHI FT€HOMHOTO PEAAKTUPOBAHUA B JICUCHUH X-ClleﬂJIeHHOﬁ

aJIpeHoJIeHKOAMCTPO UM

B.10. Bounosa, M.A. lllkoavhurosa, E.A. Huxosaesa

OCIN «Hay4yHo-uccnenoBaTenbCKUn KNIMHUYECKUIA MHCTUTYT neamaTpum M. akagemuka tO.E. Benbtuwesa»
®raoy BO PHUMY um. H.U. Muporosa Muusapasa Poccun, Mocksa, Poccus

New genome editing technologies in the treatment of X-linked adrenoleukodystrophy

V.Yu. Voinova, M.A. Shkolnikova, E.A. Nikolaeva

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,

Moscow, Russia

X-cueniennas aapexoeiikonucTpodus — TsrKel10e NporpeccHpyloliee HeBPoOJIOrHiecKoe 3a00/1eBaHue, KOTOpoe NpeuMyIecTBeHHO
BCTPeYaeTcs y MANMEHTOB MYKCKOTO M0J1a M BHI3bIBAETCS MyTAIUSAMHU X-ClielieHHOro reHa ABCD 1, koaupyomiero nepoKCiucOMHbI
TPAHCNOPTHBIIi 0es10K. 3a00J1eBaHNe KIMHMYECKH XapaKTepu3yeTcs AByMs OCHOBHbIMM (heHOTHIAMM: eTCKas HepedpaibHas hopma
(HauOoJee TsKeaast) M aapeHoMueIoHeBponaTs. B eyennn 00J1e3HM NPUMEHSIOTCS AJIOTEHHAS] TPAHCIUIAHTALMS TeMONOATHYe-
CKHX KJIETOK OT 3J0POBOr0 A0HOPA, YTO MO3BO.ISIET OCTAHOBHTH MPOrPecCHPOBAHUE, U TEHOTEPANHUS C MCIO/Ib30BAHHEM CAMOAKTH-
BUPYIOILEroCs JEHTUBHPYCHOTO BEKTOPA, Hecylero (hyHKuuoHa bHblii red ABCD1. Kaxnplii U3 nepeyuciieHHbIX MeTOJ0B UMeeT
CBOM orpannyennsi. Mbl npejiaraeM U TeOpeTHYECKH 000CHOBBIBAEM AJIbTEPHATHUBHDII MTOAXO0] K JIEUEHHIO aApeHo.IeiiKoaucTpoduu,
NPH KOTOPOM NpPeAIaraeTcs NpoBecTH MOAUMHUKANNIO AYTOJOrMYHBIX K1eToK CD34+, noJrydeHHbIX OT CAMOro NalKeHTa, C NOMOUIbI0
reHOMHOT0 PeJAKTHPOBAHMS, YTO MO3BOJIUT 3aMEHUTh MYTAHTHYI0 nocJenosatenbHocTh IHK rena ABCD1 na noc/ieioBaTeIbHOCTh
JMKOTO THIA, IPY 3TOM MYTAHTHBIii 0€JI0K B PeIaKTHPOBAHHBIX K/IeTKaX OyaeT 3amMeHeH. Crioco6amu BBeleHHsI PeJAKTHPOBAHHHBIX
ayToJIOrHYHbIX Ki1eToKk CD34+ mMoryT ObITh MX TPAHCIUIAHTALMS B KOCTHBI MO3T WJIM Cepusi IOBTOPHBIX BHYTPUBEHHBIX UH(DY3Mii.
JlaHHbIii cioco0 Tepanuu NO3BOJMT M30€kKaTh KaK MOMCKA JOHOPA, TAK U PeaKIMH «TPAHCILIAHTAT MPOTHB X035HHA» .

Karoueewte caoea: demu, X-cuennennas aoperoneiikooucmpoghus, een ABCD 1, aeuenue, eenomnoe pedakmuposanue, CRISPR/Cas9,
Knemxu CD34+.

Ans uyntupoBanuns: Bovrosa B. 0., LLikonbHukoBa M.A., Hukonaesa E.A. BO3MOXHOCTV HOBbIX TEXHOJIOMMI FEHOMHOIO PeAakTypOBaHUs B JIEHEHVN
X-cuenneHHovi aapeHonevikoancTpogdum. Poc BecTH nepuHaton v neamatp 2020; 65:(2): 104-107. DOI: 10.21508/1027-4065-2020-65-2—104—-107

X-linked adrenoleukodystrophy is a severe progressive neurological disease that is predominantly found in male patients and caused
by mutations in the X-linked ABCD1 gene encoding peroxisome transport protein. The disease is clinically characterized by two main
phenotypes: the most severe infant cerebral form and adrenomyeloneuropathy. The disease is treated by allogeneic transplantation
of hematopoietic cells from a healthy donor to stop progression, and gene therapy with a self-activating lentiviral vector, the carrier
of the functional gene ABCD1. Each method has its own limitations.

The authors present and theoretically substantiate an alternative approach to the treatment of adrenoleukodystrophy; they propose to
modify the autologous CD34+ cells from the patient using genomic editing, in order to replace the mutant DNA sequence of ABCD1
gene with a wild-type sequence, while replacing the mutant protein in the edited cells.

The edited autologous CD34+ cells can be introduced by their transplantation into the bone marrow or by a series of repeated intra-
venous infusions. This method will allow avoiding both the search for a donor and the graft-versus-host reaction.

Key word: children, X-linked adrenoleukodystrophy, ABCD1 gene, treatment, genome editing technology, CRISPR/Cas9, CD34+ cells.
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HUeM nepudepruieckoii, eHTPATbHON HEPBHOW CUCTEM
1 HAITIOYCUYHUKOB.

3abosieBaHME OTHOCUTCSI K peakuM (opchaHHbBIM;
OMIM: 300100) u BbI3bIBAETCSI MyTalMSIMU B TeHE
ABCDI1, xoTopblii KOAUPYET MEePOKCUCOMHBIN OEJOK —
AT®-CBA3BIBAIOIIINIA KaCCeTHbI TpaHCIopTep
(ABCD1). benok ABCD1 yuactsyet B TpaHcniopte CoA-
AKTMBUPOBAHHBIX XKWPHBIX KHUCIOT C OYEeHb UIMHHOM
uenstio (VLCFA) B mepokcucombl, TJe OHU MOJBEpra-
foTcsl pacmiany. HakorieHre aKTMBUPOBAHHBIX KUPHBIX
KUCJOT B cllydyae HapyleHUs] MX TpaHCIoOpTa BCie.-
ctBue Mytauuii reHa ABCDI Beaer K JIeMUETUHU-
3allM1 B TOJIOBHOM MO3T€ W aKCOHaJIbHON AUCHYHKIIMU
B CIIMHHOM MO3T€ U KaK CJIEJACTBUE — K CIACTUYECKON
naparjieruv, a TakXe K HEeIOCTaTOYHOCTM HaJIoyey-
HUKOB M B HEKOTOPBIX CIyJassx TUCHYHKITUU TOHA].
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Bourosa B.IO. u coagm. Bo3MOXHOCTH HOBBIX TeXHOJIOTHIA TEHOMHOTO PEeAaKTUPOBAHUS B JICUHEHUN X-clLernieHHO aﬂpeHOJ’leﬁKOﬂHCTpO(ill/ll/l

X-clleTUTeHHasT  aIpeHONIeUKOaUCTpodusT — Hau-
boJiee pacIpOCTpaHEHHOE TEePOKCUCOMHOE 3aboJie-
BaHue ¢ 4yactotoil 1:20 ThIC HOBOPOXIEHHBIX. CpeAu
HOBOpPOXAeHHBIX [1]. OHa TpenMyIlecTBeHHO BCTpeva-
eTCsT y TAaIllMEHTOB MYKCKOTO TT0JIa ¥ KJIMHUYECKU PO~
SIBJISIETCSL JIByMSI OCHOBHBIMM (DEHOTUIIAMU: aIpeHO-
MUeJIOHeBpoIaTueil u LepebdpaabHoil popmoit. ¥V 50%
TeTePO3UTOTHBIX KEHIIWH WMeeTcs MaHudecTamus
CUMIITOMOB B 00Jiee TIO3THEM, YeM Yy MY>KUMH, BO3pacTe.
Oko710 2/3 mauMeHTOB MMEIOT JIETCKYIO liepeOpaabHyIo
¢dopmy 3abosieBaHMSI, KOTopasl SIBJsIeTCSl HauOouiee
TsKesoi. JInmst 3abojieBaHUST XapaKTepHO, 4YTO IOCTe
KaXKyIIerocsi HOpMaJIbHBIM Pa3BUTHSI B paHHEM JCTCTBE
B Bo3pacTe oT 4 no 10 et HacTymaeT ObICTpasi HEBPOJIO-
rudeckas JereHepalns, MpUBOISINAst B KOHEUHOM MTOTe
K JleTaibHOMY ucxony [2, 3]. 1o mepe mporpeccupoBaHMsI
aZipeHOJIEHKOIUCTPOUM pPa3BUBAECTCS  CITACTMUYECKUIA
TeTparnape3, HapylaloTcsl BCe BUIbI YYBCTBUTEITHLHOCTH
1 (YHKIIMU Ta30BBIX OPraHOB, BO3HUKAIOT TOpakeHUe
3pPEHUSI U CJTyXa, STUJIeTiCUsl. Y OOJIbIIIMHCTBA MAllMeHTOB
MMEIOTCSl TICUXWYECKHWEe pacCTpOiCTBA M HapyIICHUS
nHTeJlekTa. HabmiomaroTesl rumepakTMBHOE WM, HAo-
6GOpOT, ayTHCTUUECKOE TTOBEIEHNE, arpeCCUBHOCTh, CHU-
SKEHME TIaMSITH M BHUMaHUS, JeTIPECCUBHBIE COCTOSTHUSI.
IMpu3Haky HAAMOYEYHUKOBOIN HETOCTATOYHOCTU MOTYT
MPEAIIeCTBOBATh TMOSIBICHUIO TICUXOHEBPOJIOTUIECKUX
pacctpoiicTB. TlopaxkeHue HaIITOYEYHUKOB TPOSBIISI-
€TCsT CHUKEHUEM TPOAYKIIUY TJIIOKOPTUKOUIOB, a 3aTeM
1 MUHEPAJTOKOPTUKOUIOB, YTO MOKET BBI3BATh CIA00CTbD,
MOTEPIO MACCHI TeJla, TUIIEPITMTMEHTALINIO KOXH, PBOTY
1 KOMaTO3HbIE COCTOSTHUSI.

B smeuenum  X-clernjeHHOW — aapeHOJIeMKOIU-
crpodun ¢ 90-x romoB XX Beka TNMPUMEHSIETCS a110-
2eHHASl MPAHCNAAHMAUUS  2eMONOIMUYECKUX — KAeMOK
om 300p06020 00HOpa C TIENbI0O OCTAHOBKM TPOTPECCH-
poBaHUs Ooje3HW. B ciydae ycremrHoi TpaHCIUTaH-
TalWy JOHOPCKUE TeMOTIO3TUYECKHE CTBOJIOBBIE KIECTKH
MPYKUBAIOTCS B KOCTHOM MO3T€ WM pacIpeneIsiioTCsT
10 BCEMY OpraHU3MYy, BKJTIOUasi ieprepruyecKre TKaH!
U HEHTPAJTbHYIO HEPBHYIO CHCTEMY, OHM CITyKaT MOCTO-
STHHBIM 3HJIOT€HHBIM NCTOYHUKOM HEIOCTAIONIETo OeTKa
ABCDI. Tem camMbIM 3aMemIsieTCsT IIPOrpecCUpOBaHUE
JTAaHHOTO MeTaboIMYecKoro 3adoieBaHud [4].

AJJIOTeHHast TpaHCIJIAaHTalUMST TeMOITO3TUYECKUX
KJIETOK OT 3J0pPOBOr0 JOHOpa TposiBuia 3ddek-
TUBHOCTb TIpU psife MeTaboJMYeCKUX 3abosieBaHUIA
3a CUET <«IepeKPEeCTHOM KOPPEeKUUU» HapyIIeHU
obMeHa BemecTB. [IpuMepoMm ciyXkaT JHM30COMHbBIE
OoJie3HM HakorieHus [5]. B roojoBHOM Mo3re mOHOP-
CKHME KJIIETKM MUKPOTJIMM MUETOUIHOTO TPOUCXOXK-
NIeHUS] CUMTAIOTCS MCTOYHUKOM HEZOCTAloIIeTo Oeka
Mmocjie TpaHCIUTAaHTAllMM, TeM CaMbIM TePeKPECTHO
HCTIPABJISAS METa0ONMMYeCKNi NeheKT B TMOpakeHHBIX
KJIeTKax 00JbHOTO.

TemM He MeHee IAHHBI MeTOH JiedeHUs X-clie-
TUIGHHOW  afpeHOoJIeHKonUCTpoUuu UMEeeT OTrpaHM-
yeHns. Tak, ajUloreHHas TpaHCIIAaHTalWsI HauboJee

a¢deKkTBHA Ha OYeHb paHHEW craauu 3a0oseBaHUs,
YTO OrpaHWYMBAET TepareBTUUYECKUE BO3MOXHOCTHU
IUISI FOBEeHWJIbHOW mau B3pocioit ¢opm. Kpome Toro,
aJUTOTeHHasl TPaHCIUIAHTALMS COTPSIKEHA C OTTACHOCTHIO
peaxkIny «TpaHCTUTAHTAT MTPOTUB XO3SMHA», C TOKCUIHO-
CTBIO peXrMa TOATOTOBKM K TpaHCIUIAaHTAUMU (MUEJO-
a0JISIIMK) U CO CIIOKHOCTbBIO TTo100pa TOHOpa.

TenoTepanus X-cuenjieHHoi a/peHoJIeHKOIM-
crpodun. B mociaenHue ronsl mojiyyaet pa3BUTHE METOJT
reHoTepanuu aapeHONEUKOAUCTPODUU C HCIIOJIbH30-
BaHMEM CaMOAaKTHBUPYIOIIEToCcs  JEHTUBUPYCHOTO
BeKTOpa, Hecyliero (GyHKUMOHanbHbII TreH ABCDI,
IJIST  VUCTIpaBJIEHUSI TEeHEeTUYecKoro jaedexkra myTem
WHTpallepedpalbHON MHBEKIIMU JEHTUBUPYCHOTO BEK-
TOpa ¢ HOpPMaJIbHBIM reHoM [6]. MccrnenoBanue BO3-
MOXHOCTE TeHHOW Tepanmuu BeJeTcs y IMallueHTOB,
IUJIST KOTOPBIX HE OBLJIO HaMIEHO MOAXOASIINX TOHOPOB
JUJISI TPAHCTIAHTALIMUA TEMOTIO3TUUECKUX KJIETOK. AyTO-
sornuHble kJeTkn CD34+ 3abupaloT y MNaiueHTOB,
TeHETUYECKM MOAMMPUUMPYIOT ex Vivo ¢ TTOMOIIbIO
JICHTUBUPYCHOTO BeKTOopa, koaupymwiiero ABCDI
NUKOTO TWTAa, U 3aTe€M ITOBTOPHO BBOAAT TMallMEHTaM
nocjie TOTo, KakK OHM IMOJIy4arT MUE0a0IsIIIMOHHOe
JieueHue. Pe3ynbraThl MOKa3blBalOT, UYTO B TeYEHUE
nepuona HabmwoaeHus 30 Mec oOHapyXHUBaeTCs TTOJU-
KJIOHAJIbHOE BOCCTAHOBJIEHUE, TIpU KoTopoMm 1o 14%
rpaHyJOIUTOB, MOHOUMTOB M T- m B-numdbouunton
skcrpeccupyior 6eok ABCDI1. Haunnas ¢ 14—16 mec
nocjie MHPY3UU TEHETUUYECKM UCTIPaBIEHHBIX KJIETOK
nporpeccupyiomiass  JeMUEJVMHU3alusl  TOJIOBHOTO
MO3Ta y TIallMEHTOB TMpeKpaliaeTrcs, KIMHUYECKUI
pe3yJibTaT COIMOCTaBUM C TaKOBBIM, JOCTUTHYTBHIM
npy aJUloreHHOW TpaHcraHTtauuu [7]. bBosee otna-
JICHHbIC pe3yJIbTaTbl MPUMEHEHUS JEeHTUBUPYCHOTO
BEKTOpa ellle MPeJACTOUT OLEHUTb.

OpnHako TeHoTepanus Mpu X-CHEIJIEHHON alpeHo-
JIEMKOAUCTpO(PUM TakKKe HMMeeT HEKOTOpble OrpaHu-
yeHust. Tak, 6emok ABCDI dyHkunoHnupyer B (opme
roMo-u rerepogumepa [8]. Ilpm »TOM TeHOTepamus,
npuBHocsi 6enmok ABCDI1 nukoro tuma, He ynanser
M3 KJIETOK TallMeHTa MyTaHTHBIN OEJIOK, YTO MOXKET IMPU-
BOJIUTH K B3aMMOJEUCTBUIO HOPMAJIbHOW M MYTaHTHOW
cyObeAMHUIL TIpU 00pa30BaHWUM IMMepa, HapylUIEHUIO
(GYHKIMU TIOCJIETHETO U, CJieoBaTeIbHO, HEI0CTa-
TOYHOM 3¢ (PEKTUBHOCTH JAHHOTO METO/Ia JICUSHUSI.

I'eHoMHOe penakTHpPOBAHME COMATHYECKHX KJIETOK
nanueHToB ex vivo. [lpoaHanu3upoBaB HOBBIE BO3-
MOXHOCTU JICYEHMSI, CTaBIIME HOCTYMHBIMU C TTOSIB-
JIeHWeM TeHOMHOTO pelaKTUPOBAaHUS, MbI TIpel-
JlaraeM  aJbTEepHATUBHBIA  MOAXOJ K  JICYCHUIO
aJipeHoJIeKOoAUCTPOGUHU, TIPU KOTOPOM C 11eJIbI0 OCTa-
HOBKHM TIpOTpeCCUpOBaHUs OOJE3HU TIpenrnoaraeTcs
MPOBECTH MOAU(DUKALINIO ayTOJTOTUYHBIX, TOJYYEHHBIX
oT camoro mnamueHTa kjerok CD34+ ¢ momolibio
T€eHOMHOTO penakTUPOBaHMUSI C TMOCJEAyIoleld UX
TpaHCIJIaHTalMeW TanueHTy. [eHOMHOe pemnakTUpo-
BaHWE TIO3BOJUT 3aMEHUTh MYTAHTHYIO IIOCJeI0Ba-
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tenpHOCTh [JHK rena ABCDI Ha mociaenoBaTeIbHOCTD
NIUKOTO TUIIA, TIPU 3TOM MYTAHTHBI O€JIOK B peakTh-
POBaHHBIX KJeTKax 0oJiblie He OyaeT 00pa30BbIBATHCSI.
CriocobamMu BBeleHUsI peNaKTUPOBAHHBIX ayTOJO-
ruyHbIX KieTok CD34+ Moryt ObITb MX TpaHCIJIaH-
Talys B KOCTHBIM MO3T WJIW CEPUsI TOBTOPHBIX BHYTPU -
BEHHBIX MH(}Y3Uii. [JlaHHBII CITOCOO Tepanuu MO3BOJIUT
n3bexaTh Kak MouckKa J0OHOpa, TaK U peaKIMu «TpaHC-
TUIAHTAT TIPOTUB XO3sIMHA».

OCHOBaHUSMU JUISI OXMIAHUS TIOJIOXUTEJbHOTO
pe3yabrata OT TMpeaiaraemMoil Tepanuu  TMOCTYKUIN
B TIEPBYIO OUYepe/lb YCIEIIHbIE MOMBITKU UCTIOIb30BaHUS
penakTUpOBaHUsI TeHOMa C JIeYeOHOM LIeJblo MpUu psijie
MeTaboanyeckux OoJie3Heil. B wacTHocTM, TeHOMHOE
penakTUpoBaHUE WCCIEoyeTCsl W yXe TIPUMEHSIETCS
MpU JICYEHUN MyKormosucaxapuao3oB. [Ipu stux 3a60-
JIEBAaHMSIX, TaK e, KaKk M npu X-CLETUIeHHOU aapeHo-
seiikonuctpoduu, Haubojee IIMPOKO TPUMEHsIEMbIe
BapMaHTHI JICYEHUsI BKJIIOUAIOT TPAHCIUIAHTALIMIO TeMO-
MO3TUYECKUX CTBOJIOBBIX KJIETOK, KOTOpasli HeCeT 3HauM-
TEJIbHBII PUCK CMEPTHU M Pa3BUTUSI OCJIOKHEHU, a TAKXKe
3aMECTUTEJIbHYI0 (DEpMEHTHYIO Teparuilo, OO0YCJIOB-
JIMBAIOIIYI0 HEOOXOAUMOCTb TIOXKM3HEHHBIX WHQY3UI
3amernaroiiero gepmerra [9]. Hu oquH M3 ynmoMsiHyThIX
METOIOB He o0ecrneuyrBaeT anekKBaTHBIA OMTUMAaJIbHBIN
pe3ysbTar, 1aKe B KOMOMHAIUY.

HeobOxonmumocTh moucka Oojiee  3(h(PEeKTUBHBIX
METOMOB JIeUeHUsS MYKOMOJIMCAaXapua030B TIpuBeJia
K HCCJIEOBAHUIO TIOTEHIIMAJIBbHOTO TepareBTUYECKOTo
a(ddekTa TeHOMHOIO pedaKTUPOBAHUS Ha MOJIETBHBIX
KMBOTHBIX C JAaHHOW Tarojiormeii, B (ubpobdia-
crax M TEeMOIMO3TUYECKUX KJIeTKaxX TaiMeHToB. Tak,
Ha MBIIIMHOW MoOJeNM MyKorojaucaxapuao3a | tumna,
CBSI3AaHHOTO C JE(UIMTOM JM30COMAIbHOU TUApPOJa3bl
o-L-uaypoHunnassl, ObLIM TMOKa3aHbl  TPEUMMYILECTBA
METO/la pelaKTUPOBAaHUSI TEHOMa in Vivo C TIOMOIIBIO
CKOHCTPYMPOBAHHBIX HyKJIea3 ¢ "IIMHKOBBIMM TabLIaMu’”
(ZFN). Koppektupytoiiyto kornuto reHa [DUA Bcrtas-
JISLTU B JIOKYC aJIbOyMUHA B TeraToumnTax, 4YTo PUBOINUIO
K YCTOMUMBOW B3KCMpeccuu (pepMeHTa, CeKpeluu ero
U3 TIEYEHU B KPOBOTOK M TOCEAYIOIIEMY CUCTEMHOMY
MOTJIOIIEHUIO, TOCTAaTOYHOMY JUISI KOPPEeKIIMK MeTabo-
JIMYEeCKOro 3a0ojieBaHUSI M TIPEJOTBpAIEHUs ero Ouo-
XUMMYECKUX U KJIMHUYECKUX TPU3HAKOB, B TOM YMCIE
HapylleHU# ToBeaeHus y mbiteii [10, 11].

JpyrumMu  uccnenoBaTesiMU  ObLT  TIPOJEMOHCTPU -
poBaH 3(MMEKTUBHBIN TIOIXON ex Vivo IJis peJaKTHupO-
BaHUsI FeHOoMa ¢ ucrnosib3oBaHueM texHonoruu CRISPR/
Cas9 B (pubpobiacrax, TOMO3UTOTHBEIX IIO YacTOM
myTtaiu Trp402* rena IDUA: penakTupoBaHUe MyTalluu
MPUBEJIO K CTOWKOMY YBEJIWYEHUIO TMPOAYKUMU (ep-
meHTa IDUA. TlepcrieKTUBHBIM TPEACTABASIETCS UCTIONb-
30BaHUE JIMIOCOM B KauyeCTBE HEBUPYCHBIX HOCHUTEJEH
cuctembl CRISPR/Cas9 B nanHoii pabdore [12]. B HacTo-
siIee BpeMsi TIPOBOMSITCSI KIMHUYECKUE WCCIeI0BaHUS
T€HOMHOTO peIaKTUPOBaHUSI y 12 TMaiMeHTOB ¢ MYKO-
nojucaxapuaozamu I u Il TumnoB c¢ wucroiab3oBaHUEM

ANCKYCCUSA U HAYYHBIE T’NMINOTE3bI

TeXHOJIOTUM <«IIMHKOBBIX TajblieB» C goctaBkoit ZFN
C TOMOIIIbIO aJIeHOACCOLIMMPOBAHHOTO BUpyca (KIMHM-
yeckue ucciegoBanuss EMPOWERS 1 CHAMPIONYS)
[13—15]. ¥V mepBoro B3pocjoro 44-jetrHero OOJLHOTO
¢ mykornojucaxapuao3om Il Tuma, y Koroporo 6110 TIpo-
BElIEHO peJaKTUpPOBaHWE CBSI3aHHOW C 3TUM 3aboJieBa-
HueM MyTauuu B reHe /DS, 3a 2 roja, polienimne nocie
penakTUPOBAHUSI COMAaTMYECKUX KIJIETOK, HaOJromaercs
YMEHBIIEHNE BBIPAXKEHHOCTH KJIMHWYECKUX TPU3HAKOB
6one3nu. [IpumeHsiemast Tepamust B YIOMSTHYTBIX KITH-
HUYECKUX MCCIIEIOBaHUSIX He Oblla CBSI3aHa ¢ KaKUMU-
MO0 3apeTUCTPUPOBAHHBIMU MOOOUYHBIMU 3P PEeKTaMMU.

B kauecTtBe anbTepHATUBHOIO Croco0a BBEACHUS
ex vivo MOIU(UIIMPOBAHHBIX KJIETOK MallMeHTa MOKHO
paccMmaTpuBaTh BHYTpUBEHHBIe MHGYy3uu. Hampumep,
omMcaHbl TepamneBTUYecKre 3GEPEKThI, OIOCPEno-
BaHHbIE Me3eHXUMaJTbHBIMU CTPOMAaJIbHBIMU KJIETKaAMU
Mpu JieueHUW 3a0ojieBaHU Jerkux. B dvacTHoCTH,
coo01ianoch 00 YCMENIHBIX TTOBTOPHBIX BHYTPHU-
BEHHBIX BBEIECHUSX aJIOTEHHBIX MeE3eHXUMAaTbHBIX
CTPOMAJIbHBIX KJIETOK TIpU XPOHUUYECKOW JbIXa-
TEeJIbHOW HEAOCTATOYHOCTH BCJIEACTBUE MYTAllMU TeHa
FLNA [16]. BrnepBble 3TO JiedeHUE WCITOJH30BAIOCH
B KayecTBe >XKM3HEHHO HEOOXOAMMOW cracaTelbHOM
Tepanuu y 18-MecsguHOro peGeHKa ¢ HOBBIM IaTO-
reHHBIM BapuaHToM reHa FLNA, KOTOpblii B COCTO-
STHUW HEOOpaTUMOM XpOHUYECKON IbIXaTeIbHOM HeI0-
CTaTOYHOCTU TIOJy4YaJl TIOBTOPHBbIE BHYTPUBEHHbBIE
BIVMBAaHUS  aJlJIOTEHHBIX ME3€HXMMAaJbHBIX  CTPO-
MaJibHbIX KiIeTOK. CocTosiHMe OOJBHOIO TOCTEIEHHO
VIYYIIUIOCh, TIPU 3TOM HeXeJaTeJIbHBIX SIBICHWI,
CBSI3aHHBIX ¢ UH(Y3USIMU, He HaOJIOAATOCh.

Cpeay oXXumaeMbIX OrpaHMYEHU TEHOMHOTO pellak-
TUPOBAHUSI B Tepanmuu X-CLEIJEHHON aapeHOJIeHKOo-
IUCTpOGUM U IPYTMX MOHOTEHHBIX 3a00JIeBaHUI ciie-
JIyeT yKa3aThb KpaiiHe BBICOKYIO CTOMMOCTb TEXHOJIOTHU
¢ ucnojib3oBaHueM ZFN. MeHee 3aTpaTHasi TEXHOJOTUSI
CRISPR/Cas Tpedyer mopaboTKM M3-3a HaOIOAaEMBbIX
a¢hdeKToB penakTupoBaHus off target. B To Xe Bpewms
MOMBITKM €€ COBEPIICHCTBOBAHUS JAlOT OOHAaIeXKMBa-
IoIMe pe3yJIbTaThl, TOCKOJbKY TIOCTAeAHUe MOaubU-
KallMM TaHHOW TEXHOJIOTMW Ha MpPHUMEpPE CEePITOBUIHO-
kierouHoil aHemuu (reH HBB) u Gone3nu Tesi—Caxkca
(ren HEXA) mo3BOJISIIOT CYLIECTBEHHO COKPATUTb ypO-
BeHb 3¢ dekToB off target [17]. ABTOpBI MOTYEPKU-
BAlOT, YTO MpeljaraeMoe MMM TaK Ha3bIBaeMoe pefak-
TUPOBAaHME TeHOMa Oe3 MBYLIETOYEYHBIX pa3pbIBOB
wm noHopckoit JIHK nmo3Boanut KoppeKTuposath 10 89%
BCEX M3BECTHBIX TEHETWYECKUX BAapUAHTOB, CBSI3aHHBIX
¢ 3a00J1eBaHMSIMU YeJIOBEKa.

IMpoaHanm3upoBaHHbBIE  WCCIEIOBAHUST  TIPUME-
HEHUsS TEHOMHOTO pEeJaKTUPOBAHUS COMATHYECKUX
KJIETOK TAaIlMEHTOB JUISI Pa3BUTUsI HOBBIX METONOB
Tepanuu MeTaboJMYecKuXx 3a00JieBaHUI  BCEISIIOT
HaJexXay Ha yCIelIHOe pa3BuTHEe MeToja 3(pdeKTuB-
HOTO JIEUeHUS aapeHoeiikoaucTpohun B 0003puMOM
OyayLieM.
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Cunapom Anaxkuuia y aerei
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Alagille syndrome in children
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Moscow, Russia;
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CuHIpoM ANazKuUIsA — pelKo BCTpevyaronieecs reHeTHYECKH 1eTePMIUHUPOBAHHOE 3200J1€BaHIE C AYTOCOMHO-IOMUHAHTHBIM THIIOM
HACJIeOBAHNUS, XAPAKTEPU3YIOIeeCs XPOHHIECKUM BHYTPHIIEYEHOYHBIM X0JIECTA30M BCJIEACTBHE AHOMAJIMH PA3BUTHS OMJIMAPHOTO
JepeBa B COYETAHMM C APYTMMH BPOXKIEHHbIMU MOpoKaMu. BoJbline TpyAHOCTH MpeACTaBiseT AMATHOCTHKA 3TOro 3a0o/eBaHus
y JeTeii paHHEro BO3PACTa, KOIA He00X0UMO ONPE/IENIUTh IPUYNHY X0JIeCTA3a H TAKTHKY JAJIbHEIilero BeieHus pe0eHKa.

Llenb. AHaM3 0cO0EHHOCTEN KIMHUYECKHUX MPOSIBJICHUIA 1 J1A00PATOPHBIX MOKa3aTeJieil y JeTeil ¢ CHHIPOMOM AJIazKUILIS.
XapakTepucTuKa JeTeii 1 MeToIbl ucciaeaoBaHusA. [IpoBeneH PeTPOCIEKTHBHBI AHAIN3 KIMHUKO-UATHOCTUYECKHUX TPOSIBICHHI
cunapoma Anaxuuis y 21 pedenka (10 maabuukos u 11 neBoyek) B Bopacrte ot 1 mec 10 14 jet 5 mec (cpenuuii Bo3pact 5+ 1 ron) —
CILIOIIHOE uccenoBanue. M3yyannuch aHaMHe3 JKU3HU ¥ 00J1€3HH NAIMEHTOB C OIIEHKOIi JAHHBIX TeYeHusi 0epeMeHHOCTH y MaTepei,
KJIMHIYECKHeE TPOSIBIEHNs 1e010Ta 3a00/1eBaHuii, Pe3y/IbTaThl KIMHAKO-INATHOCTHYECKUX HCCJIEIOBAHMII, B TOM YHCJIe B 1e0I0Te
00JIe3HU ¥ TIPOBEIEHHbIE N0 MECTY JKUTEJbCTBA, 4 TAKXKE NMPU NEepBOii NOCIUTAIM3ANNM B KIMHUKY. BceM neTsaM ocymecTBisiiuch
YJIBTPa3BYKOBOE HCCJIEIOBAHKE OPraAHOB OPIOMIHOI MOJOCTH, OMOXUMHYECKOE UCCIIeI0BAHME KPOBH.

Pe3yabraTel. AHAJIM3 KIMHAKO-IHATHOCTHYECKUX KPUTEPUEB JeTeil ¢ CMHAPOMOM AJIAKWILISA NMOKA3aJ, YTO 3HAYMMBIMM B JMar-
HOCTHKE SIBJISIIOTCS YTP0O32a NpepbiBaHus 0epeMEeHHOCTH y MaTepeii, BHyTPUYTPOOHAs rHIOTPO(MS IJI0Ja, 3aTAHYBHIASACSA B HEOHA-
TAJILHOM MepuoJie KeTyXa, KOTOpasi MOJKeT COXPAHSATHCS U B 00Jiee CTapiieM BO3pacTe H COMPOBOKIATHCS reNaro-/TenarociieHo-
Merajiueii (4ame BCTpeyarTcsi B BO3pacTe crapme 3 Mec), TUNo-/axoJnYHbIM CTYJIOM, KOTOPBbIii nocje 3 Mec KU3HU HAGI0aeTcs
3HAYUTEJIBHO Peke, Koaryjaonarueii, 0oJiee XapakKTepHO#l /IJis ieTeil mepBbIX 3 MeC JKU3HH, 2 TAKIKE U3MEHEHUSAMHU OMOXUMIYECKHX
noKa3areJieil KpOBH: XapaKTepHO NpeBbllIeHNe BepXHeil rPAHUIbI HOPMBbI LIS IIMTOIMTHYECKOI AKTUBHOCTH B 2—5 pa3, runepomnu-
pyouHemun (¢ npeodaganneM npsamoii ppakuuu OuMpyouHa) — B 3—7 pa3, ypoBHS raMMa-LIIOTAMWITPAHCHENTHAA3bI — B 2—7 pas.
3akmovenne. CHHIPOM ANAXKWLIS HEOOXOOMMO AWATHOCTHPOBATH MAKCHMAJIBHO PAHO /IS ONpe/esieHHs AajbHeiileil TAKTHKH
seyenusi. TuarebHplii COOP aHAMHE3a, AHAJIM3 KJIMHUKO-IMATHOCTHYECKUX NPOSIBJIEHUIi 3200JeBaHKUsI, 0COOEHHOCTH M3MeHEeHUii
OUOXMMHYECKMX AHATH30B KPOBH MO3BOJISIIOT MPOBECTH TMATHOCTHKY ITOrO 32001€BAHMS.

Karoueevte caosa: demu, XponuvecKuii 6HympuneueHoUHbLI X01ecmas, CUHOPoM Araxcunis.

Ana umtupoBauuns: BosbiHey I".B., HukutuH A.B., CkBopuosa T.A. CuHapom Anaxuvnins y getei. Poc BecTH nepuHatosn n neguatp 2020, 65:(2):
108-116. DOI: 10.21508/1027-4065-2020-65-2-108-116

Alagill syndrome is a rare genetic disease with an autosomal dominant type of inheritance, which is characterized by chronic intrahe-
patic cholestasis due to an abnormality of the biliary tree in combination with multiple malformations. It presents certain difficulties
in diagnosing little children, when it is necessary to accurately determine the cause of cholestasis and the tactics of further treatment.
Objective. To analyze clinical manifestations and laboratory parameters in children with Alagill syndrome.

Characteristics of children and research methods. The authors carried out a retrospective continuous analysis of the clinical and
diagnostic manifestations of Alagill syndrome in 21 children (10 boys and 11 girls) aged from 1 month to 14 years 5 months (average
age 5 years * 1 year). They studied their history of life and illness, assessed the course of pregnancy, first clinical manifestations of the
disease, the results of clinical and diagnostic tests at the beginning of the disease and the analyses conducted at the place of residence
and during the first hospitalization. All children underwent ultrasound examination of the abdomen and biochemical blood test.
Results. When analyzing clinical and diagnostic criteria of children with Alagille syndrome we found the following diagnostically
important criteria: the threat of termination of pregnancy in mothers, fetal hypotrophy, prolonged neonatal period of jaundice,
which may further persist and be accompanied by hepato / hepatosplenomegaly (more common for children above 3 months old),
hypo-/ acholic stool, which occasionally occur in 3-month-old children, coagulopathy, more characteristic of children under 3 months
old, as well as changes in biochemical blood parameters: the cytolytic activity — 2—5 times above the limits, hyperbilirubinemia (with
a predominance of direct bilirubin fraction) — 3—7 times above the limits, gamma glutamyl — 2—7 times above the limits.
Conclusion. Alagill syndrome should be diagnosed as early as possible to determine further treatment tactics. A detailed history,
analysis of clinical and diagnostic manifestations of the disease, especially changes in biochemical blood tests are important for the
diagnostics of this disease.

Key words: children, chronic intrahepatic cholestasis, Alagille syndrome.
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AlpzTepMoneququaﬂ JUCTIIa3usI, TaKKe W3BeCTHast
aK CHHApPOM AJaxXwuis, Oblla BIIEpBBbIE OIMKMCaHa
B 1969 1. D. Alagille u mipeactaBisieT co00il MyJbTHCHU-
cTeMHOe 3a0ojieBaHME C TIOpakeHWeM IeYeHU, COCY-
JIIUCTOM CUCTEMBI, Cep/lla, IJla3 U cKejeTa ¢ aeheKTaMu
IMO3BOHOYHMKA; UMEIOTCS CITelnUIecKre 0COOEHHOCTH
JINIIA, a TaKXKe JIETKOW MM CpeaHEel CTETeHM TSKECTH
WHTe/UIeKTyalbHble HapylueHust [1]. OcHoBHasi oco-
OGEHHOCTb CHMHIpOMa AJNAXWIIST — XojecTa3, 00yCJIoB-
JICHHBI HeIOpa3BUTUEM BHYTPUIIEUYEHOUHBIX KETUHBIX
MPOTOKOB [2].

DTOT CUHIAPOM BcTpeuaeTcst ¢ yacrtotoit ot 1:30 000
mo 1:50 000 HOBOpPOXIEHHBIX, MpPEACTaBIsIET CO0O0
nucMopdoreHeTnyeckoe — 3abosieBaHMe,  BBI3BAaHHOE
nedekroM  mepegaun  curHasoB  Notch — Bcienm-
crBue mytaumit B Notch-nurange Jagged 1 (JAGI)
[3, 4] unmu pexe, B peuentope Notch (Notch 2) [5].
Cas13b Mexay myTtauueii B rene JAGI u cuHapoMoM AJjia-
KUt Oblia oOHapyxkeHa B 1997 bBeiio mokasaHo,
YTO CUHIAPOM AJAXWIIS — ayTOCOMHO-TOMWHAHTHOE
3aboneBanue [6]. [MpubmusureavHo y 90% mnauueHTOB
oOHapyxuBaeTcss MmyTauusi B reHe JAGI (JoKaiu3oBaH
Ha xpomocoMe 20pl2) wmnam uMeercs aeieuusi BCETro
reHa [7].

KnuHnueckue TIpOSBICHUS CUHIpOMa AJaKWIIIsT
pa3HOOOpa3Hbl, MOTYT 3HAYMTENIBHO pa3nyaThCs Iaxe
B OJTHOI CeMbe, HEPEIKO ¢ TeUeHNEeM BpeMeHU HabJtoaa-
eTcsl YMeHbIIIeHUe TsKecTu 3aboseBaHus [2]. Paznuune
MPOSIBIECHUI MOXET 3aBUCETh OT TeHOB-MOIU(MPUKa-
topoB. Cpean HuX — TpombocnonauH-2 (THBS2), npen-
CTaBJISIIOIINI COOOM MaTPUKCHBIN O€TOK, CIOCOOHBIN
nHrnoupoBaTh B3aumopelicteue JAGI-Notch [8, 9].

JlnarHo3 cuHapoma AJaXuiisi B OCHOBHOM 0asu-
pyeTcss Ha KIMHMYECKUX JaHHbIX. Cpenym MalMeHTOB
He OTMeuYeHa TMOBBIIIEHHAsT 9acTOTa HETOHOIIEHHOCTH,
yacto (B 85—97% cay4aeB) HaOIIOmaOTCS aHOMAJUM
cepaia. OTO MOXHO OObSICHUTH MyTauusamu reHa JAGI,
SKCITPECCUPYIOLIETOCS B KOPOHAPHBIX apTEpPUsX, BTO-
PUYHOM T0JIe Cep/lia, KJIeTKaX HEPBHOTO TPeOHS 1 Urpa-
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Bosaviney I'.B. u coagm. CUHAPOM AJTaXUIUIS Y A€Teit

JOIIEr0 KPUTHYECKYIO pOJIb B Pa3BUTUM 3SHIOKapaa
[10, 11].

HauGonee  pacmpocTpaHeHHBIM  KJIAaCCUYECKUM
CUMIITOMOM CUHApOMa AJNaXWIISA CIYKUT XPOHU-
YeCKUIi XoJiecTa3, KOTOPBI BCTpevyaeTcsl TPUMEPHO
y 95% mauueHTOB, MPOSBISSCH TMOO B HEOHATATHbHOM
nepuone, 11060 B 1epBbie 3 Mec xu3Hu [7]. U3BecTHO,
YTO Y HOBOPOXIEHHBIX XOJeCTa3 BO3HUKAET B pe3yJib-
TaTe HapylIeHUs 0Opa30BaHMs KeJTYM TermaTOLUTaMK
WU BCJIEICTBUE HAPYIIEHUS €€ SKCKPEIMU, BHI3BAHHOTO
ne(eKTHBIM pa3BUTHEM OWJIMApHOTO jaepeBa. DTO Mpu-
BOIUT K HAKOTUIEHUIO KOMIIOHEHTOB XEIUM B TIEYEeHHU,
KPOBU U BHEIEUEHOUHBIX TKaHsIX [12].

Xonectaz mpu CUHApPOME AJNaXWIsl Y HOBOPOX-
JEHHBIX 4Yallle BCEro MaHU(ECTUpyeT KaK KOHBIOTH-
poBaHHAasl TUTMEPOMIUPYOUHEMUSI, CIIEACTBUEM UETO
MOXKET OBITh TeMHass MOYa, TOTJa KaK KaJl OCBETJISIETCS
OT HeJoCTaTKa OMJIMPYOMHA, TOCTUTAOIIETO KUIIIEYHWK.
Cepniii/Oenblii 11BeT Kaja y pebeHKa Tocie JBYyXHe-
JIETBHOTO BO3pacTa CIYXHUT BaxKHBIM MPU3HAKOM TaTO-
JIOTUM TIeYeHU, KOTOPYIO HEOOXOAMMO JTUArHOCTUPOBATh
un ycrpanuth [10]. Tlpu cuHapome Anaxuiis OOBIYHO
HaOJIIo1aeTcsl BhIpAXKEHHBIN XOJiecTa3, KOTOPBI MOXET
KJIMHWYECKN TIPOSIBISITBCSI CUJTBHBIM KOXHBIM 3YIIOM,
a Takke KCAaHTOMaMU BCJIEAICTBHE HAKOTUICHUS JIMTTAAOB
Mo, KOKel M3-3a HapyIIeHWI OTTOKA JKETYW W JIUTTHI-
Horo obMeHa [13].

OmHUM W3 BaXHBIX IMarHOCTUYECKUX TPU3HAKOB
CUHApOMa AJaXUJUIS CUUTAIOTCS TUCMOPGhHBIE YepThI
JIWIIa, KOTOPbIe CTAHOBATCS 0oJiee OYEBUIAHBIMU C BO3-
pacToM M XapaKTepU3YIOTCSI BBICTYIMAIOIIUM JIOOM, TJIy-
OGOKO TTOCaXXKeHHBIMU TJIa3aMU, TIPSIMBIM HOCOM C YILIO-
IIEHHBIM KOHYMKOM W BBICTYIAIOIINM 3a0CTPEHHBIM
Moa0OPOJKOM; B pe3ysibrare 4ero (hopMa Juila BhITJSIIUT
Kak TiepeBepHYTHIN TpeyroJbHUK. [Topoku cepriia ooHa-
pyxuBatorcst 'y 80—100% mnanueHTOB ¢ CUHIPOMOM
Anaxwuis [7]. Hanbonee pacmpocTtpaHeHHOU (popMoit
SIBJISIETCSI CTEHO3 JIETOYHOM apTepuu, BCTPEYAIOIIMICS
Kak MMUHUMYM B 2/3 ciyuyaeB. Haubosee pacrnpocrtpa-
HEeHHasl CJIOXHAs CTPYKTypHasi aHOMajus cepala —
teTpaga Panno, KoTopas AMarHoctTupyercs y 16% mamm-
eHTOB. BOJBIIMHCTBO TOPOKOB CEPAEYHO-COCYIUCTON
CHCTEMBI TIPU CUHApPOME AJTAXKUJUIS TeMOINHAMUIECKH
He3HaunMbl. OTHAKO YCTAHOBJIEHO, YTO 0oJiee TsDKeJTbie
MOPOKH  CEPAEYHO-COCYAUCTOM  CHCTEMBI  CITyKaT
OCHOBHOW TPUYMHON paHHEW CMEpPTH 3THX TMAllMEHTOB.
VY nereii ¢ mopokamu cepalia Mpu CUHIApoOMe AJTaKUILIs
BBIKMBAEMOCTb 70 6 JIET COCTaBIISIET TPUOJU3UTEIHHO
40% 1o cpaBHeHUIO ¢ 95% y MalMeHTOB 6e3 MOPOKOB
cepnna [7, 14].

Eme omHuM pacmpocTpaHeHHBIM TPU3HAKOM CHH-
JpoMa AJTaxkuuist CyXXUT 6aboukooOpaszHast neopmarivst
TMO3BOHKOB, KoTopasi BcTpevaetcst B 80% ciydaeB [7]
M OTNUCHIBAETCSI KaK CaruTTajbHasl paclieMHa B OJHOM
WJIA HECKOJIbKMX TPYAHBIX TMO3BOHKax [15]. AHomanus
TMO3BOHKOB B BUJie 0a00YKKM BO3HUKAET B pe3yJIbTaTe CUM-
METPUYHOTO JeheKTa CIAUSTHHMS dSMOPUOHATBHOTO MTO3BO-
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HouyHoro croyida [15]. Oty nedopmaiuio MO3BOHKOB
MOXHO YBUAETh Ha PEHTreHOTpaMMe B TIPIMOI Tpo-
€K1, MHOT/A ee CyJaifHO 0OHAPYKMUBAIOT Y MallUeHTOB
¢ 0ecCHMMINTOMHBIM TeYeHUEM CHHApPOMa AJaKUJUIs.
Bonbiioro cTpyKTypHOTO 3HAYeHMs 3Ta aHOMAJIMS,
KaK TIPaBUJIO, He NMeeT. Pexke y malieHTOB MOTYT OTpe/ie-
JIATBCS CYXXEeHHe MEXKITO3BOHKOBOTO PACCTOSTHHS B TOSIC-
HUYHOM OTJeJIe TIO3BOHOYHWKA, OCTPBIN MePeTHUIM OTPO-
crok C,, paculeJnHa No3BOHOYHUKA, CIMSAHUE CMEXKHBIX
MO3BOHKOB. B 0Oojiee mo3mHem Bo3pacTe y MallMeHTOB
C CUHIPOMOM ANaXWIIS W3-3a TOJMOPTaHHOTO Topa-
SKEHUsI HEPENIKO pa3BUBAIOTCSI METa0OJMYEeCKUe M3Me-
HeHMsT KocTeit [7].

HanGonee pacnpocTpaHeHHBIN 0OQTaIbMOJIOTNYE-
CKUI CUMIITOM, KOTOPBIN oOHapyxuBaetcs y 90% marm-
€HTOB C CUHAPOMOM AJIaXXWJUIS M He BIUSIET Ha OCTPOTY
3peHUsT — 3aIHUN 3MOPUOTOKCOH Ha CTHIKE pamysKHOM
000JIOYKM 1 POTOBULIBI. 3aHUI 3MOPUOTOKCOH — 3TO
COCTOSIHME, KOTOpOE€ XapaKTepu3yeTcs YTOJIIeHUEM
U cMelleHWeM Briepen JuHuM IIIBanbbe, BUAUMOI
MpU  HApyXXHOM OCMOTpe. OMOPHMOTOKCOH BCTpeyva-
etcst y 15% moneit, He MMEIOIIUX CUHAPOM AJaKWIIISA,
a Takke y 70% manmeHToB ¢ aeneuneit 22ql1, moaTtoMy
oOHapyXeHue 3MOPUOTOKCOHA 0Oe3 JPYyrux CHUMIITOMOB
HE MOKET OBbITh ONPEAesISTIONIMM TTPU3HAKOM CUHIPOMA
Anaxwursa [7].

VYV 15% nauneHTOB ¢ CUMHAPOMOM AJIaxXWiis oOHa-
PYKMBAIOTCSI  COCYOWCTbIe HapyIIEHWSs, BCJIEACTBUE
KOTOPBIX BO3HUKAIOT BHYTPUYEPEITHbIE KPOBOM3TUSHUS.
OHU OOBIYHO TIPOUCXOASIT B OoJiee MO3MHEM BO3pacTe
1 He HaOJII0JAIOTCsT B HeOHATAJIbHOM Tiepuoe. BHyTpu-
YepermHoe KpPOBOMBIUSIHUE MOXKET BO3HUKHYTh ITOCTIE
HE3HAYUTEIbHOW TpaBMBI TOJIOBBI. BO3MOXHBI BpO-
KIEHHBIE aHOMaJUKM Oa3WISIPHOM, COHHOW M CpemHeit
MO3TOBOU apTepuiA.

Hepenko orTmevaloT [pyrue aHOMaJlWM, TaKue
KaK CTPYKTYpPHbIE M3MEHEHMS TMOYEK, YMEHbIIEHUE UX
pa3Mepa WM KUCTBHI TTOYeK. 3ajepxkKa pocTa JeTeid,
cKopee BCero, BbI3BaHa HapylIeHWEM KHUIIEYHOTO BCa-
chiBaHMs. B Gosee mo3mHeM BO3pacTe TMAlMEeHThl MOTYT
MMeTh TTaHKPEaTUUeCKyl0 HEeIOCTaTOYHOCTh U MHCYJIUH-
3aBUCUMBbIN caxapHblil 1MabeT. ¥ OOJIbHBIX YacTO OTMe-
YaloT 33JIePXKKY YMCTBEHHOTO U MOTOPHOTO pa3BuTus [7].

Hau6onee BaXXHBIMU B TMaTHOCTUKE OCTAIOTCST KITU-
HUYECKHUeE MPOSIBIIEHUST CHHAPOMAa, HECMOTPS Ha HAJIMUHe
MOJIEKYJISIPHO-TEHETUYECKMX METOIOB aHallu3a TeHa
JAGI [16]. Ina ycTaHOBIIEHWSI OWarHo3a y TalMeHTOB
JTOJIKHBI OBITh BBISIBJICHBI KAK MUHUMYM 3 M3 5 OCHOBHBIX
cUMIITOMOB cuHnpoMma Anaxwiisa [17]. OGHapyxeHue
TeHETUYECKOTO MapKepa Jajlo 3HAUMTETbHBINA ONTUMKU3M
B JVArHocThKe 3abojeBaHMs. OTHAKO CIIEAyeT Y4ecTb,
YTO TMOYTH Kaxkaash CeMbsl, TTO-BUAMMOMY, UMEET CBOIO
COOCTBEHHYIO MYTAaILIWIO, U MHTEPIIPETALlNs pPe3yJIbTaToB
TeHETUYECKOTO MCCIeIOBAaHUS MOXET BBI3BIBATH CIIOXK-
Hoctu [16]. TloaToMy TIpM AMArHOCTHKE HEOOXOIUMO
THIATEJIbBHOE WHAWBHUIyaJdbHOE O0OCIefOBaHUE Kaxk-
JIOTO ManueHTa. B aHamMHe3e BaxkHasl pOJIb OTBOAMUTCS

OBMEH OlbITOM

XoJjiecTasy B MJaJeHYECTBE, KOTOPBIM IPOTPECCUPYET,
HO 3aTeM MO0 Mepe B3pOceHus pebeHKa CUMIITOMaThKa
ynygiraercs. Tonbko 10—50% manmeHToB ¢ CMHAPOMOM
Anaxwuist (1o JaHHBIM pa3HbIX aBTOPOB) HYXKAAKOTCS
B TpaHCIIaHTAUMK TiedeHU. [ToaToMy I1s moaaepKaHusT
XOpOIIEro KadecTBa XKM3HU Yy JeTeil ¢ 3TuM 3aboje-
BaHMEM HEOOXOIMMO OINTUMU3MPOBATh BCE HETPaHC-
TUIaHTaUIMOHHBIE MeTonbl JeyeHus [1, 18]. CMepTHOCTH
cocrabigeT 10%, 4TOo 4yacTO BBI3BAHO 3a00JIEBAHUSIMU
cepalla WM TSDKEJIbIM TopaxeHuem TmiedeHU. CMmepTh
BO3MOXKHA TaKxKe B OoJjiee To3IHEM BO3pacTe BCAEACTBUE
cocyaucroit marojoruu [19].

Jleuenune cumnromaruueckoe. Llenb neyeHus nereit
C CHUHAPOMOM AJaXWJIISI — KOPPEKIUs OCIOXHEHUI
IUINTEILHO coxpaHstonierocs xojecrasa [20]. Ha3znaua-
ercsl JieueOHOe MUTAaHUE C TOBBIIIEHHBIM CO/lep>KaHUEM
CpeHeleTOYeYHbIX TPUTJIUNIIEPUI0B. MennKaMeHTO3HOe
JIeueHue BKJIIOYAET TIOCTOSIHHBIM TMPUEM YpPCOIE30K-
CHUXOJIEBOM KUCJIOTHI, XUPOPACTBOPUMBIX BUTAMUHOB,
MUKpo3ieMeHTOB. [IpoBoauTCS KOpPpEKIUsT COIMyTCTBY-
oIIMX TOpoKoB pazButusi. [Ipu ¢hopmupoBaHum OMIM-
apHOTO LIMPpO3a TIeYEHM, a TakKe MPU pPa3BUTUU TATO-
JIOTUYECKUX COCTOSIHUI, HapyIIaIOIINX Ka4eCTBO XKU3HU
0O0JIbHOTO (MBHYPSIIOIIMI KOXHBIN 3y, OTCTaBaHUE
B (pM3MUYECKOM pa3BUTUM, M3MEHEHUSsI, OOYCIIOBJICHHbIC
Ne(ULMTOM KUPOPACTBOPUMBIX BUTAMWHOB), BBITION-
HSIIOT TPaHCTUIAHTALIUIO TTIEUYeHU.

IIporHo3 mpu JieTkoM BapuaHTe TeueHus 3aboiie-
BaHUsI OJIATOTIPUSATHBII.

IHeab uccnenoBanusa: peTpPOCTIEKTUBHBIN aHAN3 0CO-
OEHHOCTEN  KIIMHWKO-IMAarHOCTUYECKUX TTPOSIBICHUIA
CUHIpOMa ANaXWILIS y AETEH.

XapaktepucTtuka petei U MeToabl UCCNeAoBaHUS

Ipy CcrIOIIHOM WCCIEAOBAaHUM TIPOBEICH PETPO-
CMEKTUBHBIN aHAIN3 KIWHUKO-IMATHOCTUYECKHUX ITPO-
SIBJIEHUI cUHApoMa Anaxuiis y 21 pedeHka.

Kpurepuu BkioueHus: Bo3pacT pebeHka oT 0
1o 18 neT; 1abopaTopHbIe TPU3HAKM X0JIeCTa3a; HaJTuune
YCTAaHOBJIEHHOTO IWarHo3a cuHapoMa Amaxuiuisa. Kpu-
TepUU MCKITIOYEHUsI: XOJIeCTa3 HEYCTAaHOBJIEHHOM 3TH-
OJIOTHUU.

Bospact mereit ¢ cuHapoMoM AaxKnisd Ha MOMEHT
o0cnenoBaHusl B KIMHMKe coctaBisul 44,2+13,2 wmec
(mnamason ot 31 mo 57,4 mec). M3yyanu aHaMHe3 XU3HU
1 00JIe3HW MalMeHToB. [Ipu 3TOM OlleHUBaJA TeYeHHE
GepeMEeHHOCTH y MaTepeit, Maccy U poCT TIPU POXICHUU
pebeHKa, BO3pacT Havasia 3a0oJieBaHUsI, KJIMHWUYECKUE
MPOSIBIIEHUST 1e0I0Ta, Pe3ybTaThl KIMHUKO-TUarHOCTU-
YecKMX MCCleloBaHuil (B TOM 4uciie B Ae0roTe 3aboJe-
BaHUs), KOTOpPbIe ObLTA TPOBEIEHBI TTO MECTY XKHUTEJTb-
CTBa, a TaKXKe MPY TIEPBOIl TOCTTUTAIN3ALIMY B KIIMHUKY.

ITpu moCTyNIeHUM B KIMHUKY BCEM IETSIM MPOBO-
UM OMOXMMUYECKOE HUCCleIoBAaHUE KPOBU C OMpeie-
JIeHUeM YpOBHS alaHMHamMuHoTpaHchepasbl (AnAT),
acriaptratamuHoTpaHcdepasbl (AcAT), dubpuHoreHa,
nporpoMbuHa 1o KBUKy, XojiecTepuHa, OMIMpyOMHA
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u ero Gpakiuii, TamMMa-rIIOTaMUITPaHCTIENTUAA3EI
(TTTII), menouyHoit d¢ocdaraszsr (LID); yabTpa-
3BykoBoe wuccienoBanue (Y3M) opraHoB OproIIHOM
nosioctu Ha anmapare Logiq-9 (GE HC, CIIIA) natuu-
kamu 5—14 MIii; ¢pubposnacTomeTpuio Ha amrapare
Fibroscan (Echosens, ®@paHuus), ¢ UCIOIb30BAaHUEM
natumka Small2. [lonydeHHBIN pesyabTaT (Guodpos-
JIACTOMETPUM OlleHMBaIuM B Kuionackaiusax (klla),
YTO TIO3BOJISUIO BBIAECIUTh CTEMEHb BBIPAXXEHHOCTH
¢ubpo3za ot FO (orcyrcrBue pudposa) no F4 (nmpposa
rnevyeHu) 1o mkane Metavir.

ITporokonbl uccaenoBaHusT ObUTH 0100pPEHBI HE3aBU-
CUMBIMU JIOKAJIbHBIMM 3TUUYEeCKUMM KoMuTeTamu. [Tpen-
CTaBUTEJISIMUA TIALIMEHTOB, a TaK)Ke CAMUMU TTallueHTaMU
B Bo3pacte ctapie 14 et ObII0 MoancaHo MHPOPMHUPO-
BaHHOE coryiacue Ha 00pabOoTKy MepCOHATbHBIX TaHHBIX.

CraTtuctuyeckass o0pabOTKa MOJYYEHHBIX JaHHBIX
ObLIa TIpoBeleHa B orepannoHHoil cpene Windows XP
C HCTONb30BaHWEM KOMIBIOTEPHBIX mporpamMm Mic-
rosoft Excel 2010 u makeTra CTaTUCTMYECKOTrO aHaau3a
naHHbIx SPSS Statistic (version 20) u StatSoftStatistica
(Bepcust 6,0). KonuuecTBeHHBIE TIepeMEHHBIE OIH-
ChIBaJIM YMCJIOM TAIMEHTOB (#), CpeIHUM apudMeTH-
yecKnM 3HadeHueM (M), ¢ yKazaHHMeM CTaHIapTHOM
omnoOKu cpenHero (m). JlaHHbIe OBLIM TIpeACTaBICHbI
B BHUAE MeIWaHbl W WMHTEPKBApTUJIBLHOTO pa3Maxa.
IMpn aHanu3e BBIOOPOK, HE MOTYMHSIOIIMXCS 3aKOHY
HOPMAaJIbHOTO pacTipeieJieHusI, WCIOJb30Baiu Hema-
paMeTpUYecKuii MeTOA — KpuTepuit MaHHa—YWUTHU.
Paznuuus Mexxay BeTUIMHAMU CUUTAIA CTATUCTUYECKU
3HauuMbiMu Tipu p<0,05. AHanM3 AMArHOCTUYECKOM
3HAYUMOCTM  KJIMHUKO-J1a00OpaTOPHBIX TOKa3aTesei
B nebloTe 3aboyieBaHUWSI B 3aBUCUMOCTH OT BO3pacTa
MpY  ONTUMAJbHOM COYETAHWUU YYBCTBUTEIBLHOCTU
U CHeHU(MUIHOCTH OCYIIECTBISIIM METOJAOM MHOTO-
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Bosaviney I'.B. u coagm. CUHAPOM AJTaXUIUIS Y A€Teit

(l)aKTOpHOFO CTaTUCTUYCCKOTO aHa/in3a U IMOCTPOCHUSA

ROC-kpuBbix. KonuuyecTBeHHYI0  MHTEpIIpeTallUIO
ROC-ananuza BeimoHsaau 1o nokaszareato AUC (area
under curve) — YMCJIEHHOE 3HaYeHUE KIMHUYECKOU

3HAaYMMOCTH AUArHOCTUYECKOTo TecTa. [1o aKcrepTHOM
mkane mist 3HadeHnii AUC mokaszarenb B IIpeaenaax
0,5-0,6 CcBHIETETLCTBYET O HEYIOBICTBOPUTEIHHOM
KayecTBe JAMArHOCTUYECKOTO TecTa, B mpenenax 0,6—
0,7 — o cpemHeM KauyeCcTBe NIMArHOCTUYECKOTO TeCTa,
B npenenax 0,7—0,8 — o xopomeM, B mpenenax 0,8—
0,9 — ouenp xopomeM, 0,9—1,0 — OTIMIHOM KadyecTBe
JMUaTHOCTUYECKOro Tecta. MH(MOpMAaTUBHOCTh MoKa3a-
TeJis OLEHUBAJM 110 BEJIMUYMHE IUIOLIAAM I10J KPUBOM
W CUMTAIU cTaTucThudecku 3HaunuMmoii mpu AUC >0,6.

Pe3ynbratbl

AHaIM3 KIWHUKO-ITUaTHOCTUYECKUX MPOSBICHUI
cuHApoMa AJAXWIISA TIOoKaszajl, 4To OepeMeHHOCTh
y marepeii 15 (71,4%)" neteit mpoTeKaa ¢ yrpo3oi rpe-
pPBIBaHUSI BO BTOPOI IMOJOBUMHE, YTO HMMEJO BBICOKYIO
3HayuMocTh (AUC=0,969) npu amarHoctnke 3a00-
neBanust (puc. 1, a). Macca Tena mipu poxnaeHuu y 16
(76,2%) nereit cocraBmima 2330 [2165,0; 2600,0] T
MpU HOPMAJbHOM TeCTAallIMOHHOM CpOKe, 4TO paclie-
HUBAJOCh KaK BHYTPUYTPOOHAs TUMOTPOGMUS W WUMEJIO
MMATHOCTUYECKYI0 3HAaYMMOCTh Mo pesynabratam ROC-
anammsa (AUC=0,868; puc. 1, 6). HopmanbHast macca
npu poxaeHuu (3310,0 [3150,0; 3575,0] r) umenach y 5
(23,8%) neteii.

Y Bcex mnauMeHTOB 3abojieBaHUE J1e0HTUPOBAIO
B miepBble 3 Mec ku3Hu. Y 10 nereit Obuta OMIMOOYHO
JMWarHOCTUpPOBaHa OWJIMapHas aTpe3usi, U Ha TEPBOM
TOIY XU3HU UM OBLIO MPOBEACHO ONepaTUBHOE BMeEIa-
TEJIbCTBO — MOpTO3HTEepocToMuUs (omnepanusi o Kacawn).

TTpoLeHT BBIYUCIIEH YCIIOBHO, TaK KakK Yuciio aeteid MeHbiie 100.
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Puc. 1. 3HaunmocTb yrpo3sl NpepbiBaHUS OepeMEHHOCTH Y Matepeii (@) W BHYTpUYTPOOHOi runoTpodun mioaa (6) B TMarTHOCTHKE

curapoma Anaxuuig (ROC-ananus).

Fig. 1. The significance of the threat of termination of pregnancy in mothers (@) and fetal malnutrition (6) in the diagnosis of Alagill

syndrome (ROC-analysis).
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AXOJMYHBIN CTYJ B TIepBbIe 3 MeC KU3HU OTMeYaycs
v 9 (42,8%) nereit, urto, mo maHHbIM ROC-anamm3a,
WMeNo auarHoctuueckyr 3Hayumoctb (AUC=0,725;
puc. 2, a). Axonus cTyJjia B Bo3pacTe cTapiiie 3 Mec BCTpe-
yajach Juiib y omHoro (4,8%) pedenka. Ilpu mocty-
IJICHUU B KIIMHUKY Y 5 (23,8%) neteii ObLT aXOJIWYHBIA
cTyn, y 5 (23,8%) — TMNIOXOMUYHBIA.

KoxHbIil 3yn B Bo3pacTe cTapiie 3 MeC PerucTpu-
poBanca y 15 (71,4%) neteit; nuarHocTHYecKas 3HAYU-
mocth AUC=0,875 (puc. 2, 6). Y MiaaeHIIEeB TepBbIX
3 MecC XM3HU OOBEKTUBHO OLEHWTh HaM4Yue KOXKHOTO
3yla He TPEeACTaBIISIIOCh BO3MOXHBIM, OmHaKo Y 2 (9,5%)
neTeil B 9TOM BO3pacTe OTMedasicsl OECIOKOWHBINA COH,
KOTOPBI MOT OBITH 00YCJTOBJIEH KOXHBIM 3YJIOM.

Bce metH, y KOTOpBIX OBLT IMarHOCTUPOBAH CUHIPOM
AJNaXuJUIS, TIOCTYNAIN B KJIWHUKY C HaAIlpaBUTEIbHBIM
JIMarHO30M <«XPOHMYECKUI TeMmaTUT HEYTOYHEHHBIN».
IIpy >TOM pernucTpupoBanach pa3INYHONW CTEIeHU
BBIPAXKEHHOCTH MKTEPUIHOCTHh KOXU U CIUZUCTBIX 000-
JIOYEK KaK y JIeTell MepBhIX 3 MeC XU3HM (IMarHOCTUIe-
ckas 3HauuMoctb AUC=0,941; puc. 3), Tak u B OoJiee
cTapilieM Bo3pacTe.

B mepBrie 3 mec xusuu y 8 (38,1%) meteit ompene-
nsitach renmatoMeranus (AUC=0,629 njist neteii mepBbIX
3 Mec XXU3HU, puC. 4, a), KOTOpasl coXpaHsijach U B 0oJjiee
cTapileM Bo3pacTe ¢ 0ojiee BBICOKOI TMAarHOCTUYECKOM
3HauumocTeio (AUC=0,808; puc. 4, 6). Ilpu ynbrpas-
BykKoBoM wuccienoBanuu (Y3U) opraHoB OproiirHo#
MOJIOCTU Y BCEX NIeTeil BBISIBJISUIMCH MOBBIIIEHHAS 9XO-
TeHHOCTb TMapeHXUMBbI TEeYeHW W HEOTHOPOIHOCTH €€
SXOCTPYKTYPBI, a TAKXKE YTOJIIEHUE CTEHOK BHYTpHUITeUE-
HOYHBIX KETYHBIX TTPOTOKOB.

VY 3 (14,2%) MnaneHlleB TMepBLIX 3 MeC XU3HU
ompeseNsuiach CIUIeHoMeranus (ciabast ITMarHOCTH-
yeckas 3HauuMocth, AUC=0,600; puc. 4, ¢), a B BO3-
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OBMEH OlbITOM

pacte crapme 3 Mec Xu3Hu y 6 (28,5%) neteit oOHa-
pyxkuBanach  remarocruieHomeranus — (AUC=0,900;
puc. 4, 2). [lo nannbiM Y3U yBenuuyeHue cee3eHKU
o 115,0£2,7% ot Bo3pacTHOI HOPMBI OTMEYaJIOCh Y 6
(28,6%) neteii.

Takue xapakTepHble (HDEeHOTUIMUYECKUE TTPOSIBICHUS
cuHApoMa AJNaXWIIsl, KaK TUTIEPTEJIOPU3M, OCTPbIiA
MoadOPOIOK, MMPOKas TIEPEeHOCHIIAa B BO3pacTe TIEPBBIX
3 MecC KMU3HU XOPOIIO Pa3IUIUMbIMU OBIIU JUIIL Yy 2
(9,5%) neteit, 4TO He MO3BOJISIET CYUTATH UX 3HAYMMBIMU
IJIST TMaTHOCTUKU 3TOTO 3a00JieBaHWS B PaHHEM BO3-
pacte. B Gojee crapiiem Bo3pacTe MPU3HAKU AU3MOP-
(ur3Ma orpenessIICh Y BceX MalMeHTOB.

KiuHnueckue TposiBJIeHUsT KoaryjaonaTuu (TieTeXu-
ajJibHasl CHITIb, HOCOBBIE M KEIyAOYHO-KUIIIEUHbIE KPO-
BOTEYEHUST, KPOBOTOUMBOCTD M3 MECT MHBEKIINIA) Y AeTei
MepBBIX 3 Mec XKU3HU BeTpeyanuch B 8 (38,0%) ciydasx
(AUC=0,941; ayBcTtBUTENbHOCTHb 88,2%, crnenudua-
HocTb 100,0%), a cpeny maleHTOB O0Jiee CTapIIero Bo3-
pacta — minb y 1 (4,8%) pebeHka.

YV 20 (95,2%) neteit mMarHOCTUPOBAH BPOXKICHHBIN
MOPOK Cepiua, BepuOUIMPOBAHHBIN TPU IXOKAPAU-
orpacduu: B 13 ciyuyasix oOHapykeH CTEHO3 JIETOYHOM
apTepud, B 3 — TeTpana Pano, B 4 — OTKPBITOE OBAIbHOE
O0KHO. [To TaHHBIM PEHTTeHOJOTUYECKOTO UCCIIETOBAHUS
y 10 (47,6%) neteit crapie 3 Mec XU3HU OblJla 0OHApY-
JKeHa 0aboukooOpasHas aedopmaliysi TO3BOHKOB B TPy-
JIOTTOSICHUYHOM ~ OTJesie  Mo3BoHOYHUKa. CoueTaHue
KOCTHBIX aHOMAaJIM1 ¥ TIOpOKa pa3BUTHS Cepilla OTMeYa-
sochy 7 (33,3%) manueHToB.

ITo naHHBIM HempsiMOil (hUOPOATACTOMETPUM OTIpe-
nensticsa ¢uopo3 meuyenn F3 mo mkame METAVIR
(11,1+2,9 xIla ¢ nuamaszoHom ot 5,7 mo 23,1 klla).
Luppos neuenu (F4) nmpo nanHbIM Hpubpo31acTOMETpUN
ObLT OOHApYKEH y OTHOTO pedeHKa.
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Puc. 2. 3HaYNMOCTD aXO0JIMH CTYJIA Y JeTeid mepBbIX 3 Mec KU3HHU (@) W KOXKHOTO 3y/1a y AeTeii cTapiie 3 Mec XKU3HH (0) B THATHOCTHKE

curapoma Anaxuuisg (ROC-ananus).

Fig. 2. The significance of feces acholy in children of the first three months of life (a) and itchy skin in children older than three months

of life (6) in the diagnosis of Alagille syndrome. (ROC-analysis).
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INokazarenu HMUTOIUTHYECKON aKTUBHOCTH TI0 JaHHBIM
OMOXMMUYECKOTO MCCIIeIOBaHUS KPOBU ObLTM YMEPEHHO
noBbIlIeHBl (cM. Tabnuily). [Ipu atom y nereii TiepBbIX
3 Mec xu3HU ypoBeHb AJTAT mpeBbIlIal BEepXHIOW Tpa-
HUILY HOPMBI B 1,5 pa3a: IMEHHO 3TOT JAMara3oH SIBJISeTCS
JIMarHOCTUYECKM 3HAYMMBIM Ui CUHApOMa AJaXXUuist
npu mipoBeaeHun ROC-ananmza (AUC=0,921; ayBcTBU-
TenbHOCTh 84,2%, cnemmduadocts 100,0%; puc. 5, a).
V nereit Gonee crapiiiero Bo3pacra JMarHoCTUYECKYHO 3Ha-
YUMOCTh UMeJl ypoBeHb ANAT, mpeBbIIatoNnii BEpXHIOH0
rpaHuily HopMbl B 4 paza (AUC=0,895; uyBCTBUTELHOCTh
100,0%, cnetmduaHocTs 78,0%; puc. 5, 6).

VYposeHb AcAT y nereit TiepBbIX 3 MeC XKM3HU TIpe-
BBbILIAJ BEPXHIOIO IPAHUILy HOPMbI B 4 pa3a, a mpu Mnpo-
BeneHun ROC-aHanM3a MMEHHO 3TOT AMaria3oH ObLI
nuarHoctTudyecku 3HaunMbiM (AUC=0,750; uyBCcTBUTEIb-
Hocth 100% u cneunduunocts 50,0%; puc. 5, 6). Ypo-
BeHb ACAT y mereit Oojiee cTapiiiero Bo3pacTta MpeBbIlial
BEPXHIOIO TPaHUILy HOPMBI B 5 pa3 U Takxke ObLT IMarHo-
ctuyecku 3HauMMbIM (AUC=0,844; 4yBCTBUTEIBHOCTH
93,3% wu cnieunduaHocTh 66,0%; puc. 5, 2).

Bosaviney I'.B. u coagm. CUHAPOM AJTaXUIUIS Y A€Teit
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Puc. 3. 3HAUNMOCTD 3aTSKHO# KEJTYXH B HEOHATAJIBHOM NepH-
onie B tarHoctuke cuaapoma Anaxuuis (ROC-ananus).

Fig. 3. The significance of prolonged jaundice in the neonatal
period in the diagnosis of Alagill syndrome (ROC-analysis).
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Puc. 4. 3nHaumMoCTb renaToMeraum y eteii 10 3 Mec (a) v crapie 3 Mec JKU3HH () U CIUIEHOMETAJINH Y JieTeii 10 3 Mec (8) v crapine 3 mec

JKU3HH (2) npu quarHocTuke cunapoma Anaxkuuist (ROC-ananus).

Fig. 4. The significance of hepatomegaly in children up to 3 months (a) and older than 3 months (6) and splenomegaly in children up
to 3 months (¢) and older than 3 months (2) in the diagnosis of Alagill syndrome (ROC-analysis).
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OBMEH OlbITOM

Tab6auya. Pe3ynsTaTel GMOXHMHYECKOTO HCCIIE0BAHMS KPOBH Y ieTeil Pa3HOro BO3PACTa ¢ CHHAPOMOM AJAKHILISA
Table. The results of a biochemical blood test in children of different ages with Alagill syndrome

Buoxummyeckuii nokasareJb Bospact p
nepsbie 3 Mec Ku3Hu (n=2) crapie 3 mec xu3nu (n=19)
Bunupy6ouH o01mmii, MKMOJIb/JT 195,8 [158,2; 233,4] 17,0 [14,0; 42,3] 0,075
BunupyouH npsiMoii, MKMOJIb/JT 124,5[122,2; 126,8] 7,512,9; 22,1] 0,147
XosecTepuH, MMOJIb/JT 4,7 14,5; 4,9] 5,78 [4,72; 7,56] 0,148
ITTII, en/n 165,5 [46,0; 285,0] 127,0 [58,0; 178,0] 0,802
LD en/n 402,5 [301,0; 504,0] 381,0 [249,0; 537,0] 0,382
AnAT, en/n 50,0 [43,0; 57,0] 101,0 [60,0; 179,0] 0,051
AcAT, en/n 136,5[122,0; 151,0] 115,0 [74,0; 15,0] 0,607
OO6mIuii 610K, I/ 44,0 [35,0; 53,0] 72,0 [68,6; 75,0] 0,191
AJIBOYMUH, T/ 25,0 [22,0; 28,0] 38,0 [35,0; 40,0] 0,295

Tpumeuanue. n — 4uca0 HAOMIOACHUIA, p — YPOBEHb CTATUCTUYECKON 3HAUMMOCTH MEXIY [TOKa3aTessIMU y IeTeil epBbIX 3 MEC XU3HU U CTap-
we 3 Mec Ku3HU. JlaHHbIe TIPEACTABIeHbl B BUIE: MeauaHa 25-i neplueHTuIb; 75-it nepueHTwib. [TTII — raMMa-rioraMuiaTpaHCnenTuaasa;
LI® — mwenouyHas dhocdarasza; AnAT — anannHamuHoTpaHchepasa; AcAT — acnmapraraMuHOTpaHcdepasa.
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Puc. 5. 3HAUMMOCTD NOBBIIEHNS BEPXHEli 'PAHUIIBI HOPMBI B 2— 5 pa3 ypoBHeii aJaHMHAMUHOTpaHCchepassl (a, 6) ¥ acnapTaTraMuHO-
TpaHcepasbl (6, 2) B AMATHOCTHKE CHHAPOMA ANAXKWILIA Y neTeii pasHoro Bo3pacta (ROC-ananms).

Fig. 5. The significance of increasing the level of alanine aminotransferase (@, 6) and aspartate aminotransferase (s, ¢) in the range
of 2—5 upper limits of the norm in the diagnosis of Alagill syndrome in children of different ages (ROC-analysis).
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IMpu uccaenoBaHUM TUTMEHTHOTO OOMEHa YMEPEHHO
MOBBIILIEHHBIMU OBLIM TTOKAa3aTeIM O0IIero OuaMpyoruHa
(cMm. Tabnuy), a npu nposeaeHnn ROC-aHanuza auar-
HOCTUYECKN 3HAYUMBIM OBbLT YPOBEHb, MPEBBIMIAIONINIA
BEPXHIOIO TpaHUIly HopMbI B 3—7 pa3 (AUC=0,816, ayB-
ctBuTenbHOCTD 78,0% u crietmduaHocts 100,0%). Tpe-
obyanana mpsiMasi (ppakiusi OMiIMpyOrHA € TUarHOCTH-
YeCKOM 3HAUYMMOCTBIO UTS JeTel TEPBBIX 3 MeC KU3HU
(AUC=0,813; uyBctBUTENBHOCTH 60,0%, crieliMUIHOCTD
68,0% M ¢ OUarHOCTMYECKOM 3HAYMMOCTBIO JUIST JeTei
oosiee crapuiero Bo3pacta — AUC=0,900; uyBcTBUTEb-
HocTh 75,0%, cnemmduuHocth 80,0%). DTO MO3BOJSET
cenaTh BBIBOM, UTO JUISI IMAarHOCTUKW CHHIpOMa AJa-
SKUJUTS 3HAYMMBIM SIBJISIETCS YPOBeHb OMJIMpPYOMHa, TIpe-
BBILLIAIOIINI BEPXHIOK I'PaHUILy HOPMbI B 3—7 pa3.

VYposenr o6miero xojecrepuHa u LMD He mpe-
BBIIIAJ BO3PAacTHYI0 HOpMY. JIMarHOCTMYECKW 3Ha-
YAMBIM OBLI IHMANa3oH YPOBHEW OOIIEro XoJecTepuHa
5,1-6,0 mmomb/1 (AUC=0,759; gyBcTBUTETHLHOCTD 55%,
crrettupuarocts 100%). OmHako ypoens I'TTIT mpe-
BBIILIAJI BEPXHIOIO TpaHuIly HOpMbI B 4 pa3za. ROC-ananu3
MoKa3ajl, 4To y JeTel TIePBBIX 3 MeC XXM3HU 3HAYMMOCTh
JIUIST IMaTHOCTUKY CUHAPOMa AJTaXKWIIIST UMEET TUara3oH
ypoBHsT ITTIT 113-219 en/n (AUC=0,796; gyBCTBU-
TEJIBHOCTh 66,6%, crieumduunocts 100%), s gereit
GoJiee crapiiero Bo3pacta — 52—136 ex/n (AUC=0,895;
YYBCTBUTEIbHOCTb 78%, cneundpuuHocts 100%). Dro
MO3BOJIIET CHEeNaTh BBIBOM, UTO JJISI TMATHOCTUKHU CHH-
npoMa AW 3HaYMMbIM siBiisieTcst ypoBeHb ['TTTI,
MPEBBIIAIONINI BEPXHIOO IPaHUILy HOPMBI B 2—7 pas.

V neteii mepBBIX 3 MeC JKU3HU ObITN CHUXKEHBI YPOBHU
o611ero 6ejka 1 aTb0yMUHa, KOTOpble HOPMaInu30BaluCh
y IleTeii 6oJiee cTapiero Bo3pacra.
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Tepanus cynopor y noHomeHHbIX HOBOPOKIeHHbIX B PI'BY «HMMUAII um. B.A. Anma3oBa»
Mumn3apasa Poccun: IByXJ1eTHU peTPOCIEKTUBHBIN aHAIN3

. B. Hosocenvuyes', I'.B. Qdunyosa’, /1. B. lopwikos', A M. lllemununa’

"MHCTUTYT NnepuHaTonoruu n neamatpum OrbY «HaumoHanbHbIN MeguUMHCKUIA UCCNeaoBaTeNbCKUN LLEHTP

um. B.A. Anmasosa» Munaagpasa Poccum, CaHkT-INeTepbypr, Poccus;

2PoccuiAicknii Hay4HO-MCCNeL0BaTEIbCKNN HEAPOXUPYPIUYEeCKUil MHCTUTYT UM. npod. A.J1. NMoneHosa OI'BY «HaumoHanb-
HbIi MEOVLIMHCKWIA UCCneaoBaTenbCKni LeHTp um. B.A. Anmasoa» MuHaagpasa Poccun, CaHkT-IeTepbypr, Poccus

Therapy of neonatal seizures: a two-year retrospective study at Almazov National Medical
Research Centre

D.V. Novoseltsev', G.V. Odintsova?, D.V. Gorshkov', A.M. Shchetinina’

'Institute of Perinatology and Pediatrics of Aimazov National Medical Research Centre, Saint-Petersburg, Russia;
2Polenov Russian Research Neurosurgical Institute of Aimazov National Medical Research Centre, Saint-Petersburg, Russia

BBenenue. Heonaranbhblie Cya0porn — Hau0osiee 4acThlii MATOJOrMYeCKHii HEBPOJIOTHYECKHIA CUMIITOM NEePHOIa HOBOPOXK/IEH-
HOCTH, TpeOyomuii fe3omiararebHoii Tepanun. B Tepamuu cynopor BaXKHO BbIIEIATh 2 HANPABJEHHs: KyNHPOBAHUE OCTPBIX
YrPOKAIOUMIMX KU3HA NMPUCTYNOB M MOAIEPKUBAIONIAS MPOTUBOIMUIENTHYECKAS Tepanus XPOHHYecKoro mpouecca. Menodap-
OUTAJI 10 CHX IOP BO BCEM MHpE SBJISIETCS NPenapaToM NMepBoro psAaa MpH HEOHATAJbHBIX cynoporax. OIHAKO psj orpaHndeHuii
B €ro NPMMEHEHHH YacTO TPedyeT BHIOOPA M HA3HAYEHHS IPYroi TepamuM Kak JJs KyMHPOBAHUs Ae00Ta CYIOpor, TaK W s
NOJIePKUBAIOIEI Tepanuu.

Lens ucciaenosanus. [IpencTaBuTh aIropuT™ CTAHAAPTH3UPOBAHHOTO OITAMHOTO JIEYEHHS HEOHATAIBHBIX CYI0POT OT KYMHUPOBAHUS
0CTPOro 1e010Ta 10 HAYAIA NOIEPKUBAIOLIEH XPOHHYECKO# Tepanuu N0 KJIMHUKO-3JIeKTpodHIedanorpaduyecKkum noKa3aHusim.
XapakrepucTHKa JieTeii u MeTo/ibl uccienoBanus. IIposeneH perpocnekTuBHbIi anamm3 449 ucTopuii 0oJie3nn jeTeid, poxKaeHHbIX B 2016
u 2017 rr. KpurepueM BKIIOUYEHHsI B HCCJIEI0BaHME ObLIA JIOHOIMIEHHOCTh HOBOPOXKIEHHBIX ¢ KIIMHHYECKO u/1win 3Huedaorpaduye-
CKOii Bepu(hMKaIueii CyIopor B HeOHATAILHOM nepuozie. VicciienoBanbl napaMeTpbl pacnperesieHus o BpeMeH! NePBUYHON peau3anun
CYZIOPOT OT MOMEHTA POKIIEHHsI, TeHe3a CYIOPOKHOI AKTHBHOCTH, 3()()eKTUBHOCTH NPOBOMMO¥ POTHBOINMIIENTHYECKOI Tepanum.
Pesynbratel. U3 nposieyennbix 449 nereii (10HOmEHHbIE HOBOPOXKIEHHbIE C COMATHYECKOM, XMPYPrHIECKOil U KapAHOXHPYPIU-
yeckoii matosorueii) y 36 (8,0%) auarHocTMPOBaHbI HEOHATAIbHbIE CYJIOPOTH, U3 HHX PACHEHEHbl KAK CUMITOMATHYECKHE Y 35
(97,33%) nereii. HeonaranbHasi reHeTHYecKas anuiiencusi nuarnoctuposana y 1 (2,77%) peodenka (cunapom Otaxapa). BeisiB-
JIEHO NPeBAIMPOBAHME MEPBUYHON PeaTU3AIMHU CYTOPOKHOTO CHHAPOMA Y HOBOPOXKIEHHbIX B NepBble 4 CYT KU3HU. SHAYUTETLHO
pexe NepBUYHbII A€0I0T CYI0POT MPOMCXOAMI B BO3PACTe CTapiie 7 CyT: y ieTeil ¢ BPOKIeHHBIMU HAPYIIEHHSIMH 00MEHA BEIECTB,
npeacTaBlIeHHbIMH aMuHoauaypueii. Cynoporn ObuIM KynupoBaHbl 0e3 MpUMeHeHHs] POTHBOCYIOPOXKHBIX MpenapaTosB (Kop-
PEKIMsl TPAH3UTOPHBIX META00JMYECKUX HAPYIIEHHH — FUNONIMKeMHUH, runokaibiuemun) y 3 (8,33%) nereit, ¢ npuMeHeHHeM
MoHoTepanuu denodapouranom y 5 (13,89%), monorepanuu nnazenamom — y 4 (11,11%), MOHOTepanuy THONEHTAJIOM HATPUS —
y 5 nereii (13,89%), npenapatamMu BajibnpoeBoii KUcaoTel — y 8 (22,22%), koMOMHALMeEll MpenapaToB nNepBoro U BTOPOro psiaa
(THOMEHTAN HATPHA + AMa3enaM; THONMEHTaJ HAaTpus + denodopaduran) —y 11 (30,56%). IMoanepkuBaomas NPOTHBOIMUIEN-
THYECKAs TePanus OCYIIEeCTBISIACH C IPUMeHeHueM MoHoTepanuu ¢enodapouTaiom y 16 (44,44%) nereii, npenaparaMmu Bajb-
npoesoii Kucaotel — y 7 (19,44%), nesetupaneramom — y 4 (11,12%), okckapoasenunom — y 2 (5,56%); 0e3 noaaepxkuBaoieit
NPOTHUBOINUIENTHYECKOI Tepanuu Boimucanbl 7 (19,44%) nereii.

3akiouyenne. B HacTosimee BpeMsi MOHOTEpANHS MPOTHBOCYI0POKHBIMY Mpenapatamu 3(hexTuBHA He OoJiee YeM B OJIOBHHE CIy-
YaeB HEOHATAJbHDBIX CYIOPOT, a MpenapaTamMi NepBoro psana ocraiTcs ¢peHodapouTan uam auasenam. Y 1/3 naumeHToB TpedyeTcs
nox0op KOMOMHAIMM MPOTHBOIMIIENTHYECKON Tepanuu. BoJbuioe 3HauYeHHe UMEIOT AMATHOCTHKA M KOPPEKUMS TPAH3UTOPHBIX
MeTa00IMYeCKHX HAPYLIEHHiT 10 HA3HAYEHHUS IPOTUBOCYAOPOKHOI Tepanuu.

Karouesvte caosa: demu, neonamanvHoie cyoopoeu, HCOHAMANbHAS SNUAENCUS, NPOMUBOINUICNIMUYeCKas mepanus, gerodbapoumann,
ouasenam, 6anbPoesas KUCAOMA, N1e6eMUpauema.

Ans umtupoBaums: Hosocenbues [].B., OanHuyosa I".B., lopwkos [.B., LetnHuHa A.M. Tepanusi cynopor AOHOLIEHHbIX HOBOPOXAEHHbIX
B OIrbY «HMUL| um. B.A. Anma3osa» MuH3apasa Poccuu: ABYXNETHUN peTpOCrneKTUBHbIN aHanu3. Poc BecTH nepuHaton v neavatp 2020;
65:(2): 117-124. DOI: 10.21508/1027-4065-2020-65-2-117-124
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OBMEH OlbITOM

Introduction. Neonatal seizures are the most common pathological neurological symptom of the neonatal period, requiring immediate
treatment. There are 2 directions in the treatment of seizures: relief of acute life-threatening seizures and supportive antiepileptic
therapy of the chronic process. Worldwide phenobarbital is still the first-line medication for neonatal seizures. However, due to con-
traindications the doctors have to select and prescribe other antiepileptic therapy for both stopping seizures and supportive therapy.
Objective. To introduce an algorithm for standardized phased treatment of neonatal seizures from stopping an acute debut to starting
supportive chronic therapy according to clinical and electroencephalographic indications.

Characteristics of children and research methods. The authors retrospectively analyzed 449 patients born in 2016 — 2017. The inclu-
sion criteria: full-term term newborns with clinical and/or encephalographic verification of seizures in the neonatal period. The authors
studied the time distribution parameters of the primary realization of seizures from the time of birth, the genesis of convulsive activity,
the effectiveness of antiepileptic therapy.

Results. Out of 449 treated children (full-term infants with somatic, surgical and cardiosurgical pathologies) 36 (8.0%) patients had
neonatal seizures, 35 (97.33%) children of them had symptomatic seizures. Neonatal genetic epilepsy was diagnosed in 1 (2.77%)
child (Otahar syndrome). The investigators revealed the prevalence of the primary realization of convulsive syndrome in newborns
in the first 4 days of life. Occasionally the initial debut of seizures occurred in children older than 7 days with congenital metabolic
disorders, represented by aminoaciduria. The seizures were stopped without anticonvulsants (correction of transient metabolic dis-
orders — hypoglycemia, hypocalcemia) in 3 (8.33%) children, with phenobarbital monotherapy in 5 (13.89%) children, diazepam
monotherapy in 4 (11.11%) children, monotherapy with sodium thiopental — in 5 children (13.89%), valproic acid preparations — in 8
(22.22%) children, a combination of first and second line drugs (sodium thiopental + diazepam; sodium thiopental + phenobro-
bital) — in 11 ( 30.56%) children. Supportive antiepileptic therapy was carried out using phenobarbital monotherapy in 16 (44.44%)
children, valproic acid preparations in 7 (19.44%) children, levetiracetam in 4 (11.12%) children, oxcarbazepine in 2 (5.56 %) chil-
dren; 7 (19.44%) children were discharged without supportive antiepileptic therapy.

Conclusion. Currently anticonvulsant monotherapy is effective in less than 50% of neonatal seizures cases; phenobarbital or diaz-
epam remain the first-line medications. 1/3 of the patients require a combination of antiepileptic therapy. It is of great importance to
diagnose and correct transient metabolic disorders before the prescription of anticonvulsant therapy.

Key words: children, neonatal seizures, neonatal epilepsy, antiepileptic therapy (AET), phenobarbital, diazepam, valproic acid, levetiracetam.
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HGOHaTaIIBHBIe CyI0porv — HauboJiee YacThIi TaTo-
JIOTMUECKUIT HEBPOJIOTMUECKUIT CUMIITOM TIepHroaa
HOBOPOXIAEHHOCTH, TIpU KOTOpPOM Tpebyercsi 0e30T-
naratenbHas Tepanusi [1—3]. Mo3r HOBOPOXIECHHOTO
XapaKTepu3yeTCcsl BBICOKMM YpPOBHEM CHUHANTOTeHe3a,
YTO OOBSICHSIET (PU3UOJIOTHUECKYIO TUIIEPBO30YIUMOCTh
", CJeI0BaTeNIbHO, TIPEApacIoNOKeHHOCTh K  CYIO-
poram [2—4]. Tlo naHHBIM 3apyOekKHBIX UCCIIEIOBAHUM,
pacIpoCTpaHEHHOCTh HEOHATAJbHBIX CYIOPOT y JOHO-
LIEHHBIX HOBOPOXKIEHHBIX cocTasisier 1,1—3,6 na 1000
HOBOPOXIEHHBIX [5, 6].

ITaToreHeTMUECKN BBIAEISIOT OCTPbIe CUMITTOMATH-
YeCcKWe W CyIOpOTM HEOHATaJIbHOTO Tepuona, 00yCcIOB-
JIEHHBbIE OJIMIIETICHEil; B 3TUOJIOTMYECKON CTPYKType
npeobanaT nepsble. Cpear MPUINH BO3ZHUKHOBEHUST
CUMNITOMAaTUYECKUX CYIOPOT BBIIEISIOT CIIEAYIOIINE:

— cocyaucThie (TMITOKCHYECKU-UIIeMudecKasi dHIIe-
(hayomatst, BHyTpUUeperrHoe KPOBOM3IUSIHUE, TpaBMa-
tnueckoe nopaxkenue [ITHC);

— WH(pEeKIMOHHbIE (HEHPOUHDEKIINN);

— MeTabonnueckre  (TpaH3UTOPHBIE  HapyIICHUS
oOMeHa BEIIEeCTB, B YAaCTHOCTU BJICKTPOJIUTOB, BPOXK-
JIeHHbIe 3a00J1eBaH1sI OOMeHa BEIIECTB);

— BpoXaeHHbIe Topoku pazputus LITHC;

— OoJiee penkue MPUIMHBI (CUMHAPOM aOCTUHEHIINH,
JIeKapCTBeHHAst MHTOKCUKAILIWST, TIOJTULIUTEMMST ).

Jlonsg  SMWIENTUYECKUX CUHAPOMOB (CTPYKTYpHasT
U TeHeTUYecKast SMUJIETICUs) B CTPYKTYpe HeOHATaTbHBIX
cynopor coctapisieT MmeHee 10% [7, 8]. Takue BapuaHThbI
TeHeTUYECKOI BIMWIETICUM, KaK H00pOKauyeCTBEeHHBIE
ceMeliHble HeOHaTaJlbHble CYIOPOTM U JTOOpOKAvecT-
BEHHbIE MIWOMATUYECKUEe HEOHATaJbHbIe CYIOpPOTH,
MMeEIOT OJIarONPUSITHBIN MporHo3. OmHaKo Apyrue Bapu-

aHTHl  (paHHSST ~ MMOKJIIOHWYECKass  2HIehaIomaTus
W paHHSS JeTcKas SIUWIeNTUIecKas SHIedaIomaTs)
XapaKTepU3yIOTCs MPOTPECCUPYIOIIUM HEBPOJIOTHIECKUM
Ne(UIIMITOM U BBICOKOM JIETATBbHOCTBIO B MJIaJcHYECKOM
Bo3dpacte (Mo 40% Tm0 AaHHBIM pa3TUYHBIX aBTOPOB),
yaile BCero OT WHTEePKYPPEeHTHBIX 3abosieBaHuii [7].
Puck pa3BUTHSI CTPYKTYPHOI SMWJIETICUA B paHHEM JIET-
CKOM BO3pacTe Tocjie [ebioTa HeOHATabHBIX CYIOPOT
coctapysieT okoyio 17,9% [6, 7] n 3aBUCUT TIpeUMyIIe-
CTBEHHO OT INMPUYMHBI UX BO3HMKHOBeHMs [6]. Tlo Bpe-
MEHM N1e0I0Ta CUMIITOMATUYECKUX CYIOPOT HAWXYIIINIA
MPOTHO3, TT0 MHEHUIO 3apyOEKHBIX KOJUIET, UMEIOT JIETH,
Yy KOTOPBIX CY/JIOPOTM BO3HUKJIM OoJjiee yeM depe3 7 CyT
MocJIe POXAECHMS, TaK KaK OHM Yallle B MOCIEAYIOIIeM
TpaHC(HOPMUPYIOTCS B SMUIIETICHIO [6].

PaspaboTka yHUBEpCalbHOW CXeMbl BeIeHUs AeTeit
C HeOHaTaJIbHBIMU CYIOPOTaMU — CJIOXKHasI 3a1ava Mmpak-
TUYECKOTO 3APaBOOXpaHEHMS, TaK KaK B HacCTosIIee
BpeMsl OTCYTCTBYIOT €IWHbIE TOAXOAbl K TUAarHOCTHKE
W JICYEHUIO CYTOPOXKHOTO CUHIPOMa HOBOPOXKIEHHBIX,
a ypOBeHb MHBAJIMIN3ALIMN OCTAETCS BHICOKMM [1].

B TeueHnm 1060T0 CYyTOPOKHOTO CUHIPOMA YCIOBHO
BBIZICJISAIOT 2 KJIMHWYECKWX 3Tara: ocTpasi TepBUYHAsT
peanu3anusi ¢ Yrpo3oi JAeKOMIIEHCAllMUM BUTAJIbHBIX
¢yHKUMiIE U XpoHuueckuit Tporecc. CooTBETCTBEHHO
B Tepalyu CyIOpOT BaXKHO BBIAEIATH 2 HaIpaBIeHUS:
KYIMMPOBAHUE OCTPBIX YIPOXKAIOIMIMX XU3HU TPUCTYIIOB
W TIOJIEPKUBAIONIAsT TTPOTUBOSMIIEITUUECKAST Teparusl.
B mepByio YCIOBHYIO KIMHWYECKYIO a3y, Kak Tipa-
BWJIO, TaKTMKa AWATHOCTUKU W JICYEHUS OTpeaessIeTcs
YPOBHEM YTIPO3bI TSI )KU3HU peOeHKA U SIBJISIETCS YIETIOM
paboTHl peaHMMaLIMOHHOM cyk0b1. [Tonbop, KoppeKiust
Tepanii, KOHTPOJb W JWHAMHMYECKOe HaOIIomeHne

POCCUVCKWI BECTHUK MEPUHATOJIOMMW U MEAVATPUM, 2020; 65:(2)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2020; 65:(2)



Hogocenvues /1. B. u coaem. Tepanust cynopor y 1oHoIeHHBIX HOBopoxaeHHbIX B DIBY «HMULL um. B.A. Anmasosa» Mun3npasa Poccun...

B (ha3zy XpOHUYECKOTO TIpoliecca MPOBOAST HEBPOJOTH-
STUJIETITOJIOTH.

Tepanust ocTporo »srtara TEPBUYHON peanu3aluu
HEOHATaJIbHBIX CyIOpOT Ha OCHOBE TIpearojaraeMom
M0 KJIMHUKO-UHCTPYMEHTAIBHBIM JaHHBIM WX TIOATBEP-
SKIEHHOM 3TUOJIOTUY — CJIOXKHAs 3a/1a4ya, KoTopasi TpedyeT
pa3pabOTKU COOTBETCTBYIOIIETO ajlroput™Ma. B mepByto
ouepesb HEOOXOMMMO OOECIeYnTh MOoIepXKaHe TOMEeOo-
cTaza OpraHM3Ma: TeMIlepaTypHBIN PeXUM, aaeKBaTHYIO
BEHTUJISILIMOHHYIO TIOMIEPKKY, CTaOMIBHOCTb TEMOIM-
HaMUKHW, KOPPEKIMIO KUCIOTHO-OCHOBHOTO COCTOSIHUSI,
MmapaMeTpoB MeTaboju3Ma J0 Havaja IPOTUBOCYIO-
POKHOI Tepanui. BEIOOP MTPOTUBOSMMIENITUYECKUX TTpe-
MapaToB, pa3pelleHHbIX K TPUMEHEHNIO B HEOHATATbHOM
repuojae, BO BCeM MUpPE OTpaHWUYEH B BUOY OTCYTCTBUSI
JIOKa3aTeIbHOM 0a3bl MX 3(pdekTuBHOCTM M Oe3o0rmac-
HOCTH. B MUpOBOIT TTpakTHKe BCe Yallle TSt KYITUPOBaHUST
CYJOPOXHOTO CHUHApOMa HAUYMHAIOT TIPUMEHSITh JIeBe-
THUpaleTaM, TOIMpaMaT, JaMOTPHUIDKWH, OTHAKO JaHHBIE
00 3(pDeKTUBHOCTU TTOAOOHOM TTPOTUBOSIMIICITIIECKOM
Teparuu y HOBOPOXKIEHHBIX orpaHuuYeHb [8—11].

deHoOapOUTA IO CUX ITOP OCTAETCS TIpermapaToM rmep-
BOTO psifia TP HEOHATaJIbHBIX CYIOpOrax BO BCEM MMPE
[9—13], HECMOTPST Ha CBUIETENIBCTBA Psia MCCISAOBAHMIA
0 €ro MOTeHIMATbHONW HEMPOTOKCUYHOCTH B BUIE OTPHU-
LIaTeJIBHBIX peaKIMii Ha KOTHUTUBHOE Pa3BUTHUE W TAMSITh
B cJydae TIpMMEHEHUs y aeTeil paHHero BospacTta [10, 11],
Mpy 3TOM 3(PGHEKTUBHOCTh MOHOTEPATTUM JaHHBIM TIpe-
nmapatoM cocrtapisger npumepHo 50%. CraemyeT mnom-
HUTB, 4TO B Poccuiickoit Demepariny 3aperucTpupoBaHa
TOJILKO TiepopaibHas ¢opma ¢eHoOapOuTana, MO3ITOMY
CYILIECTBYIOT OTPAaHWYEHUSI €r0 MCIOJb30BaHUS y JIETEH,
KOTOPBIM MO TSDKECTH COCTOSTHMSI (MpU  HapylIeHUN
BUTATBHBIX (DYHKIIMIA) MM C Y4ETOM COITyTCTBYIOIIEH
MaToJIOTMM HEBO3MOXKHO BBECTU TIperapar MepopasibHO.
IMepeuncieHHbIe OrpaHUYEHUST TIO KIMHUYIECKON W/Mn
sHuEedanorpapIecKoil CUTyaluy 4acTo 00yCJIOBIMBAIOT
HEOOXOIMMOCTb BbIOOpA M Ha3HAYEHUS JPYTrOl MPOTUBO-
SMUJIETITUYECKOI Tepannu Kak /Ulsl KylMpoBaHUsI 1e0roTa
CyJIOpOT, TaK W JJIsI OCYIIECTBJICHUS TIOAIEPXKUBAIOIIEH
Tepanuu [12].

K npemapartam nepBoro psiia st KyIupoBaHUsI yIpo-
JKAIIMX KU3HU OCTPBIX CYyIOpOT 0e3 yCTaHOBJIEHHOM
9TUOJIOTUM B YCJIOBUSIX OTHEJICHUS aHECTe3MOJIOTUHU
U peaHUManu VMHCTUTYTa IepUHATOJOTUH U TIEIUaTPUN
HauunonanbHOTro McClieqoBaTeIbCKOTO MEIUIIMHCKOTO
1eHTpa uM. B.A. ATMa3oBa OTHOCUTCSI TakKe Jua3eram,
MPUMEHEHHNE KOTOPOTO BO3MOXHO MPU IMPOBEIEHUN Kap-
JMHOPECTTUPATOPHOTO MOHUTOPHWHTA BBUIY €TO IMPOApUT-
MOTE€HHOTO ¥ TunoTeH3uBHOTO 3(pdekron. [1pu pedpak-
TEPHOCTH CYIOPOT K TPOTUBOIMWIENITUIECKON Teparuu
BO3MOKHO Ha3zHauYeHUE IMpernapaToB BTOPOTO psiga: TUO-
MeHTajga HaTpUsl WK JIMJ0KauHa, KOTOpble TaKXe NaloT
SIPKO BbIpaXkKeHHbBIE TTOO0UYHBIE (D (EKThI: KApAMOPECITH-
paTOPHYIO IETIPECCUI0, HApYILIeH!SI pUTMa Cep/lia.

IIpu npeamnonaraemMoit WM MOKa3aHHOM BITUIETITH-
YeCcKOoM MPUPOEe HEOHATATIbHBIX CYIOPOT MCITOIb3YIOTCS

BaJIbIIPOAThI, JIeBeTHMpalleTaM, OKCKapOa3enmuH. OTu
MperapaTbl OTHOCSITCS K TOMIEPXKUBAIONICH TPOTUBO
SMUJIETITUYECKOM TEpArTii U IIPUMEHSIIOTCS JJTUTETbHBIM
KypcoMm. Bce nekapcTBeHHBIE CpencTBa MAHHBIX TPYITIT
JAlIOT CBOM TMOOOYHBbIE 3(P(PEKTH U UMEIOT BO3PaCTHBIE
OorpaHUYeHus, YTO TpedyeT coboaeHus TTpaBuil ohop-
MJICHMS JUTSI Ha3HaYeHUST BHE(OPMYJISIPHBIX ITPETapaToB.

JlocTaTouHO YacTo TpebyeTcs IMpoBeAeHIIe KOMOMHUPO-
BaHHOW TPOTUBOSMMWIENTUYECKON Tepanuu. [TpoTtuBocy-
nIopokHast 3(PHeKTUBHOCTh KOMOMHALIMN (peHoOapouTa +
+ ymupokauH noseimaercs 10 80% [9, 13]. Heobxomumo
OTMETUTh, YTO B TTOCJIEJIHUE TOOBI BCE Yallle TP TOI0-
3peHNM Ha SMWIENTUIECKUN CUHAPOM B KavyecTBe Tpe-
MmapaToB TIEPBOTO psia WCITONB3YIOTCS TTUPUIOKCUH
u nupuaokcanbhocdaTr Kak ITUOTPOITHOE JIeUYEHUE
BUTAMUH-aCCOLIMMPOBAHHBIX TIPUCTYTIOB [6, 9, 10].

IMaronmornyecke W3MEHEHUsST TIPU  KOHTPOJIBHOM
aIeKTposHIIedatorpapuieckoM OOCIeIOBaHUN CUMTa-
IOTCSI PUCKOM peLMInBa CYIOpPOT U TPeOYIOT 00si3aTesb-
HOTO Ha3HAYEHMSI TTOIIePXKUBAIOIICH TIPOTUBOSIIICTITH -
YeCKOM Tepaliy. PUCK TTOBTOPHBIX CYIOPOT B OTCYTCTBUE
TAKOBBIX U3MEHEHUIT cocTaBiseT He 6osiee 10%.

Kpurepuu mnpexkpallleHus Teparuy JIOJKHBI OBITh
KaK KJIMHWUYECKNMM, TaK W 3JeKTposHIedasorpapude-
ckumu [1]. TIpomoKuTeIbHOCTh ITPOTUBOSITUIICIITH -
YecKOo# Tepamuu, T0 HallleMy MHEHUIO, JOJDKHA OBITh
MWHUMAaJIbHOM, OJHAKO CYIIECTBYIOT MPOTUBOPEYMBHIC
MHEHUS OTHOCHMTEJLHO TIOCIEACTBUI IS HEPBHO-
MCUXUYECKOTO PAa3BUTHUS JeTeil KaK UTUTETbHOTO, TakK
W KPaTKOCPOYHOTO MPUMEHEHMST TTPOTUBOCYIOPOXKHBIX
npenapatos [6].

B cratbe mpencTaBiieHBbl NaHHAe Halllel KIMHUKU
00 3TUOJIOTMUYECKON CTPYKTYpe W aJrOpUTMe CTaHIap-
TU3UPOBAHHOTO TTOJTAITHOTO JIeYeHUsI HeOHATaJIbHBIX
CYIOpOT OT KYIUPOBAHUSI OCTPOU HEOTIOXKHOW CHUTY-
Ay 00 Hayajga MOMIEPKMWBAIOIIEH XPOHUYECKOM
Tepanmuyd 1O KJIMHUKO-3JIEKTpOodHIIedamorpaduaecKum
TMOKa3aHUsIM.

Ienb uccaenoBaHua: MPEACTaBUTh AJITOPUTM Teparuu
BepU(UIIMPOBAHHOTO CYIOPOXKHOTO CHHApPOMAa JIOHO-
ILIEHHBIX HOBOPOXKJIEHHBIX.

XapakTtepucTuka peteii U MeToabl UCCeaoBaHUS

WccnenoBanue mpoBeieHO Ha 0a3e OTHENCHUS] aHe-
CTe3MOJIOTUM U peaHuMaluu MHCTUTYTa IepUHATOJIOTUN
n neguatpun OI'BY «HaunumoHanbHBIA MeIULIMHCKUI
HnccienoBaTebekKuii eHTp M. B.A. AnmaszoBa». [Ipen-
CTaBJIEHHAs B UCCJIEOBAHNM KOTOPTA MallMeHTOB XapaK-
TEPU3YETCS TSIKEJIBIM COCTOSTHUEM BBUILY OTSITOLIEHHOTO
aHTEHATaJbHOTO TMepuoja, TSKEJIOW COMaTUYeCcKOu
1 MHGEKIIMOHHON TepuHaTaIbHOM MaTOJIOTUN, TPYOBIX
BPOXACHHBIX TOPOKOB pPa3BUTUSI, B TOM 4YUCJE TpeOy-
FOIIMX BKCTPEHHOM XUPYPrUYeCKON KOPPEKIINU.

TIpoBeneH peTpOCNEKTUBHBIN aHanW3 JaHHbIX 449
UCTOpUII GoJie3HU nIeTeit, poxaeHHbIX B 2016 1 2017 rr.
Kpurepuu BKIItoueHUs B Mcclie0OBaHUE: TOHOIIEHHOCTD
HOBOPOXJIEHHBIX (TecTallMOHHBIN Bo3pact 37—42 Hen)
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¢ KJIMHUYECKON u/uim sH1edanorpadpuieckoit Beprubu-
Kalmel cylopor B HeoHaTaJdbHOM mepuonae. Kpurepuu
HCKJTIOUEHUS: POXIEHHbIE C FeCTallMOHHBIM BO3pPacTOM
MeHee 37 Hem u Oonee 42 Hel, OTCYTCTBUE KJIMHUYE-
cKkoii u sHuedanorpadguueckoii BepuduKalnuu Cyaopor
B HEOHaTaJIbHOM Tiepuoje. B nccienoBaHue BKITIOYEHBI
36 TaLMEHTOB C TEPBUYHON peanmnsalneil Ccyaopor
B miepBble 28 cyT XuszHu. MccremoBaHbl TMapameTpbl
pacmpenesieHusI MO0 BPEeMEHM TEPBUYHON pearn3aiuu
CyIOpOT OT MOMEHTa POXIEHUSs, UX reHesa, 3(h(GeKTUB-
HOCTH MPOBOIMMOI TTPOTUBOSMUIETITUUYECKON Teparuu.
HMcrnonb3oBaHa omnucareabHasi CTaTUCTUKA 1O  TMPO-
rpamme Epi Info 7.2.2.16.

Pe3ynbraTbl

W3 riposyieueHHBIX B OTAEJICHUN aHECTE3UOIOTUN U pea-
HUMAaLMU HOBOPOXAEHHBIX B 2016—2017 rr. 449 nereit
(TOHOIIIEHHBbIE HOBOPOXKAEHHBIE C COMAaTUYECKO, XUpyp-
TMYECKOM W KapaIuOXMPYpPrU4ecKoil marojorueit) y 36
(8,0%) ObITM AMAarHOCTUPOBAHBI HEOHATANBHBIE CYIO-
poru. CTob BBICOKHIT YPOBEHb MEPBUYHON peaTnu3alim
CYIOpPOT HEOHATAJIbHOTO TIeproia OOYCIIOBJIEH TSIKECTHIO
COCTOSTHMSI TIPEACTABJICHHON B WMCCIIEIOBAHUM KOTOPTBI
MallMEeHTOB HEOHATAJTbHO-PEaHMMAIIMOHHOTO TIPOMUIISI.
Ha puc. 1 mpencraBieHo pacnpeneieHre HOBOPOKIEHHBIX
10 BpeMeHH J1e0roTa MPUCTYTIOB.

ITo aTHONOTMY CYTOPOTH paclieHeHbl KaK CUMITTOMA-
trueckue y 35 (97,33%) neteit BCaencTBUE CIEIYIOIIMX
TIPUYH:

— TUMOKCUYECKU-UIIEMUIECKOe M TpaBMaTHYECKOe
nopaxenue [THC (6e3 wiu ¢ KpoBOU3IUSHUEM B MO3T
1/VJTV €T0 000JI0YKH, TPOMO030M KOPKOBBIX BEH, OTEKOM
mosra) —y 14 (38,89%) nerei;

— TPaH3WUTOPHBIC  METAabOMMUYECKUe  HapyIICHUS
(TUNOTTIMKEMUST; TUIOKAJbLUEMUS; TUIIOMATHUEMMUST;
runeponnupyonHemust) —y 6 (16,67%);

>7 CYTIKHIIH;
555%

5-6-¢ CYTKH JKH3HH;
8.33%

3-4-ecyTKH
Ku3HE; 19.46%

OBMEH OlbITOM

— BpOXIEHHBbIC HapylleHuss oOMeHa BEIIeCTB — y 2
(5,56%);

— HeWpouH(peKUU (MEHWHTUTBI, MEHWHTOJHIIE-
GanuThl, BEHTPUKYJIUTHl OaKTepuaabHOU, T'PUOKOBOMA,
BUpYCHOI 3THosiorun, BKIwo4das mHdexkuuu TORCH-
xomrutekca) —y 7 (19,44%);

— JIpyrue MpUYUHBI (BPOXKICHHBIE TTOPOKU Pa3BUTHS
HIHC, cunnpom abctuHeHmm) —y 6 (16,67 %).

HeoHnaranbHasi reHeTHueckasi SIMUJICNCUS TUarHO-
ctupoBaHa y 1 (2,77%) pebenka (cuHmpom Otaxapa),
MUATHOCTUYECKUI TIOMCK M TaKTHUKa BEACHUS KOTOPOTO
WMeIN 3HAaYUTeJIbHbIE TPYIHOCTH BBUAY HWMEIOIIEICS
TSDKEJIOW COMYTCTBYIOIIEN COMaTUYECKOU MAaTOJOTUH.

BrIsiBJIeHO TpeBaIMpoBaHUE TIEPBUYHON peaiu3alnu
HEOoHaTaJbHBIX CYIOPOT, OOYCJIOBJIEHHBIX T'MITOKCH-
YEeCKU-UIIEMUYECKUM U TPaBMaTUUYECKUM TOPaXKEHUEM
TOJIOBHOTO MO3ra, TPaH3UTOPHBIMU METabOJIUYEeCKUMU
Hapymenuii u uHgekuuein LIHC B mepBbie 4 cyT XU3HU
Y HOBOPOXIEHHBIX. 3HAYMTEIbHO PeXxe JeOIT Cya1opor
y JeTeil C BpOXIEHHBIMU HapylIeHWSMM OOMeHa
BEIIECTB (aMUHOALMAYPUEH) MPOUCXOAWI B BO3pacTe
crapiie 7 CyT XU3HHU.

Ilpu nebGrore cymopor y TMalMeHTOB B TMpeaCcTaB-
JICHHOUW TpYIIe MOJOXUTEIbHBIN TeparneBTUYeCKUi
9 deKkT ObLT AOCTUTHYT TPUMEHEHUEM CJEIYIOIIUX
METOAOB JICUCHMUSI:

— 0e3 aHTUKOHBYJIbCAHTOB (KOpPPEKIMS TpaH3U-
TOPHBIX METa0OINYECKNX HAPYILIEHU — TUTIOTJIMKEMUH,
runtokanbiemMun) y 3 (8,33%) nereii;

— MoHoTepanus ¢deHobapOuTasoM (TEpBbIA  Psif
MPOTUBOAIWIETITUYECKON Teparu B OTCYTCTBUE Hapy-
IIEeHWI BUTATBHBIX QyHKIMT) —y 5 (13,89%);

— MOHOTepanus auazenaMoM (TMepBbIid psil MPOTH-
BOSMWJICNTUYECKON Tepanuu Mpyu HAJTMYUW HapyIIeHUI
BUTANBHBIX pyHKUMI) y 4 (11,11%);

1-2-ecyTn
JKH3HH; 66,66%

Puc. 1. Bpems peaau3anuu 1e010Ta CyI0POT Y JTOHOIIEHHBIX HOBOPOXKIEHHBIX, HAXOAMBIIMXCS B OTAEJIEHUN AHECTE3WOJIOTHH U pe-
aHUMAIUH HOBOPOXK/IeHHbIX MHcTHTyTA nepunaTaiorun U nequatpun OT'BY «HaumoHnaabHblil MeIUIMHCKHIL HCCJIE10BATEbCKHIA

ueHTp uM. B.A. Aima3osa» Mun3apasa Poccun.

Fig. 1. Aetiology of acute symptomatic seizures by predominant time of onset in neonatal ICU Almazov National Medical Research Centre.
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— MOHOTepanusi TUOTICHTAJIOM HATpHs (BTOPOM pPSi
MMPOTUBOSMUJIETITUIECKUX TIperapaToB TpU  HaJTUIUU
HapylIeHU BUTATBHBIX QyHKIMi) —y 5 (13,89%);

— TIpeTapaThl BAJIBITPOEBOI KUCTOTH — Y 8 (22,22%);

— KOMOMHAaIMs MpernapaToB IMePBOTO M BTOPOTO psiia
MPOTUBOSMMJIETITUYECKOM Tepanuy (TUOTIEHTAT HAaTPUsI
+ nuaseriam; TUOTEHTas Hatpusi + (eHoOpabuTan) —
y 11 (30,56%).

JleBeTupalieTaM He TPUMEHSUICSI B KadecTBe
Tepanyi BTOPOTO psifia Ul KYIMUPOBAaHWS KpuU3a, pe3u-
CTEHTHOTO K TPOTUBOCYIOPOXHBIM TIperapaTtaM Iep-
BOTO psiia B CBA3M C HaJMIUEM TOJBKO TEepOPaTbHOM
(GopMBI BBITTyCKa 3TOTO JIEKAPCTBEHHOTO CPENICTBA,
OTpaHMYEHHOW IJIT TPUMEHEHMS] B HEOHATAJIbHOM
nepuone B PD.

PacripenenieHnie manMeHTOB Ha MOMEHT TiepeBOna
U3 OTAEJIEHWS peaHWMallMM B 3aBMCUMOCTH OT TIOJI0-
OpaHHOI 3(PPEeKTUBHONM TOIIEPKUBAIOIIECH TTPOTUBO-
SIWJICTITUYECKON Tepariy TIPeJCTaBIeHO Ha puc. 2.
bes  mommepxwuBaroimieir  TPOTUBOAMUIETITUYECKOMN
Teparuu BeimucaHbl 7 (19,44%) neteii.

DbhdeKT OT IMMUPUIECKOTO TPUMEHEHMST TTUPUITOK-
cvHa (TIpY UCKITIOUEHUN TaKUX 3TUOJIOTMIECKUX (haKTOPOB
HEOHATaJIbHBIX CYJIOPOT, KaK TUIOTJIMKEMUsI, TUTIOKAITb-
LIMeMUs, HEMpOMH(MEKIINN, BHYTpUIEPEITHOE KPOBOM3IHU-
STHUE U TSDKEI0e TUITOKCUIECKU-UIIIEMIUYECKOE MTOpaskeHHe
IHHC) nHe BbIsIBIEHO. OmHako HaMM He ObUT TIPUMEHEH
OTIBIT 3apYyOEKHBIX KOJUTET OTHOCHUTENILHO TTOCTIeIOBA-
TEJIbHOTO MCITOJIb30BAHUS TTUPUIOKCUHA Y TTUPOJAOKCATb-
docdara, yauThIBas OTCYTCTBHE JIAOOPATOPHBIX JAHHBIX
0 TeUIMTe TaHHBIX KO(PEPMEHTOB.

IMondop Tepanuu OCyLIECTBISIICS C YYETOM OCHOB-
HOTO 3THOJIOTUYEeCKOTO (DakTopa cymopor. B mpencras-
JICHHOW TpymIe TaleHTOB CBOIO TepareBTUYECKYIO

bes
NOAJEP/KHBAIOLICH
AHTHIHISIITHY e CKOH
TepareH; 19,44%

OxckapOazenHH;
5.56%

JleBeTHpAaIeTaM;
11,12%

Ilpenapars
BalbIPOEBOH
KucaoThl; 19,44%

3¢ GEeKTUBHOCTD TTOKa3aau CJeAyiole MPOTUBOCYI0-
POKHBIE TIpenapaThl U UX KOMOWHAIINH:

1. TumokcuyecKu-uileMrUIecKoe TopaxKeHre MOo3ra
Ob110 BBIsIBIIEHO Y 15 (41,67%) neteii U3 TPYIIIIBI C TIOJIO-
JKATETbHBIM TepareBTHUeCKuM 3¢ dekToM Ha (oHe
npuMeHeHus1 heHOOapOUTaia, nuazernamMa, TUOIEHTaIa
HaTpUsl, a TaKKe X KOMOMHALIIA.

2. Heiiponndekuuu, BpoxkaeHHble Topoku [[HC
JIUarHoCcTpoBaHbl y 8 (22,22%) nereit ¢ addekTom
OT MPUMEHEHUSI BaJbIPOATOB (B OTCYTCTBHE BO3MOXK-
HOCTH BHTEPATbHOTO MUTAHUS U TIPU Hed(P(HEKTUBHOCTH
KOMOWHALIMY TIPOTUBOSIIEITUUECKUX CPEACTB Tep-
BOTO M BTOPOTO pPsifia).

3. BpoxmeHHBIe HapylleHUsT OOMeHa BellecTB
ycTaHOBJIEHHBI ¥ 6 (16,67%) neteit ¢ apcdekTOM OT TIpH-
MEHEHUs JieBeTupalierama, oKckapbasernuHa (Ipu BO3-
MOKHOCTH 9HTEPAIbHOTO MUTAHUSA U Hed(P(HEKTUBHOCTH
KOMOWHALIMY TIPOTUBOSIICTITUUECKUX CPEACTB Tep-
BOTO M BTOPOTO psifia).

TIpu TpaH3UTOPHBIX METAOOIMYECKUX PACCTPONCTBAX
y 6 (16,67%) neteit MOMOXUTENbHBIN 3(DGEKT JOCTUTHYT
B pe3yJibTaTe KOPPEKIIUU TUMOTTUKEMUN, TUTTOKAJTbIIVE-
MWW U TIpUMeHeHus (peHoOapOUTasa KOPOTKUM KypCOM
Ha 9Tare KyNnmupoBaHWsS M CTAOWJIM3allMM OCTPHIX Hapy-
IIEHU TIIMKEMIYECKOTO CTAaTyCca M YPOBHSI DJIEKTPOJIUTOB.

C y4yeToM aHaJli3a YaCTOTHOTO pacipeneIeHUsT 3THO-
JIOTUM HEOHATaJbHBIX CyIOpOT HaMM pa3paboTaH ajiro-
PUTM UX JedyeHus (puc. 3).

OO0cyxaeHue

TlonyyeHHble HaMM JaHHBIC TIO0 PacIPOCTPaHEH-
HOCTM M BTHUOJIOTMYECKON CTPYKTYpe HEOHaTaJbHbIX
CyIIOpPOT COTMOCTaBUMBbI C MUPOBBIMU W POCCUNACKUMU
nokaszareiasimu  [4—6, 10, 11]. Tenetuueckas smuIemn-

MonoTeparma
| @enobapGuTanoM;
44.44%

Puc. 2. Crpykrypa 3¢deKTHBHOI MOAIePKUBAIOLIEH MPOTUBOINMMIENTHIECKOH Tepanuu CyI0pPoOr y TOHOMIEHHBIX HOBOPOXKIEHHBIX

B MpeCTABJIEHHON rpymnmne.

Fig. 2. The structure of effective maintenance antiepileptic therapy for seizures of full-term newborns in the presented group.
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OBMEH OlbITOM

00:00-30:00 1. OGecneunTb: 1. YpoBeHb MI0KO3bl:
MUHYT + npoxogumocTb BA[; + moko3a <2,6 Mmonb/n: BBeCTV pacTBOp MtoKO3bl
* ajeKBaTHble rasa; 10% — 2 mn/kr, B/B, MeasieHHO. KOHTPOsIb ypOBHS
* [OMOJSIHUTESNIbHASA OKCUIreHaums Npy Hannyinm roKo3bl Yyepes 10 MuH.
nokasanu;

2. YpoBeHb KanbLus B KPDOBU:

* BEHO3HbIV AOCTYN - 1PV OTCYTCTBUM JAaHHBIX 32 ypOBEeHb Ca2* BBECTU
2. Hopmanusauusa TemnepaTypHOro crartyca: pacteop Kanbuus rmiokoHata 10% 1mn/kr B/B.

+ nuxopagka >38°C: KynuposaHue runeprepmmnm [MoBTOPHOE BBEAEHME BO3MOXHO Yepe3 30 MUH.
HMBC, dunanyeckmne metoabl; + npwu Ca?* <0,87 MMONb/N Y IOHOLLIEHHOI O HOBO-
- runotepmus <36°C: NMocTenbHOe corpeBaHue, poxaeHHoro (<0,75 MMOJb/N Y HEAOHOLLEHHOTO
O6ecneyeHre TeMNepaTypHOro pexmma HOBOPOXIAEHHOr0): 4—8 Mn/Kr/cyT B/B M/CTP.

JVHaMn4ecKuin KOHTPOb

« no nokasaxHuam UBJT;
+ cTabunuaaumsi COCTOSIHNS reMOAVHAMMKN;
* @HTWMKOHBY/bCAHTbI

+ KIVHUYECKOEe HabnoaeHve;
* nabopaTopHbI KOHTPOSIb;
+ HabnogeHne HeBpoJsiora

HeBO3MOXHO NepopanbHoe BBeeHE BoamoxHo nepopantHoe sseAeHme

MoHoTepanus
e Nunasenam - 0,3-0,5 mr/kr, B/B, nanee
B/B MUKPOCTPYNHAs Tepanuns

deHobGap6uTan

HarpyaouHasa nosa 20 Mr/kr, BHYyTpb
e TuoneHTtan Hatpusa — 5-10 mr/kr, B/B, nanee 2% / M

B/B MUKPOCTPYNHasa Tepanuns

7 cyTok C He kynupoBaHbl > < KynuposaHbl >

AnbTepHaTUBHbIE aHTUKOHBYJIbCAHTbI I
e JlnpokauH — 2 Mr/Kr, B/B, C NocneayoLlmm

TUTPOBaHVEM [,03bl;

P A ? *  MPOJOSIXUTb ATUOTPOMHYIO Tepanuio
e Banbnpoartbl — 15 mr/kr, B/B 32 15 MuH, € nocne- - KIMHUKO-NABOPATOPHBIN MOHUTOPUHT
LYOLMM TUTPOBaHMEM [03bl U OnpeaeneHnem o HEGTOEEE HEHTeEE
KOHLIEHTPaLMK B CbIBOPOTKE KPOBU Yepes 24 u; > NG Ee ocz % I/I"I'eﬂbHOVI e~
¢ MupoaokcuH — 50-100 wmr, B/B. P 2 p o o aack

? IOLLIEV MPOTUBOCYAOPOXHOW TEepanuu

Mpu BO3MOXHOCTU 3HTEPaNIbHOIrO NMUTaHUSA:

e JleBeTupeueram - 14 Mr/kr/cyT B ABa npnema
per os

C He kynupoBaHbl >

A4

KomGuHupoBaHHasa Tepanus:
+ aunasenam + deHobapbuTan;

+ Banbnpoatsl + PeHobapbuTan;

+ Banbnpoartbl + TeoneHtan Hatpusa

+ okckap6asenuH — 10 mr/kr/cyT
B 2 npuema per os. Noabdop ao3bl Okckap
6aseTnHa non, HabNoAEHNEM HEBPOJIOra;
* ropmoHoTepanus

- HabnioeHve HEBPOJOra;
* peLueHne Bonpoca o AJIMTENbHOCTY NOAAEp-
KUBAIOLLEN MPOTMBOCYAOPOXHONM Tepanuu.

Puc. 3. AnropuT™ Tepanuu npyu CyI0pOKHOM CHHAPOME Y HOBOPOKIEHHOTO.
Fig. 3. Suggested algorithm for the treatment of neonatal seizures.

B/B — BHyTpuBeHHO; BJ/ITI — Bepxnue apixarenbnbie mytn; BJI — ncKyccTBeHHAs! BEHTUIISIUS JIETKMX; M/CTP — MUKPOCTPYIiHO;
HITBC — HecTepounanbie MPOTHBOBOCTIAJIUTEIbHbIE CPEACTBA.
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TAYECKasT TIPUpoJa HEOHATATbHBIX CYIOPOT B YCIOBHUSIX
OTIIEJIEHUsT aHEeCTE3MOJOTUN U peaHMMalliid HOBOPOXK-
IeHHBIX WMHCTUTYTAa TIepUHATOJIOTUM W TMeauaTpuu
HanyoHanbHOrO MEIMIIMHCKOTO HCCIIEI0BATEIHCKOTO
neHtpa uM. B.A. AnMaszoBa Oblla TTOATBEPXKIEHA JIUIIb
B 2,77% caydaeB. BbICOKMIT ypoBeHb TEPBUYHON pea-
JIN3ALMU  CYIOPOXHOTO CHHIpPOMAa y JOHOIIEHHBIX
HOBOPOXAEHHBIX (8,0%) 00yCIOBIEeH OCOOEHHOCTSIMU
MpeACTaBIeHHOM B MCCIEIOBAHUM KOTOPTHI MAllEHTOB
HEeOHAaTaJbHO-peaHNMALIMOHHOTO ITPOMUIIS.

HamnpaBieHHOCTh COBpeMEHHON MeAUILIMHBI Ha TIep-
COHAJIM3AINI0 JIEYeOHO-IMATHOCTUIECKOTO —TTpoliecca
He UCKITIoUaeT YHUMUKAIINN TTOIX0I0B K Teparuu yrpo-
SKAIOIINX KU3HU COCTOSTHWI, U3 Yero CJeIyeT, UTO Heob-
XoanMa pa3paboTKa eIWHOTO CTaHaapTa JieUeHUs IeTeit
C HEOHATAJIbHBIMM CYIOpPOTaMU Ha OCHOBAaHMM HAaKO-
IJIEHHOTO OTbITA BeIEHUS JaHHOI KOTOPTHI TTALIMEHTOB.

IMpu cuMITOMATUYECKUX TapoKcu3Mmax 0e3 Hapy-
IEeHUs BUTAIbHBIX (DYHKUIWH, IO HalleMy MHEHWUIO,
npernapaToM IIEpPBOTO psima ocTaeTcst deHobapOuTal,
OfAHAaKO ero 3(P(MEKTUBHOCTh COCTaBISIET MPUMEPHO
50%. Tlpu mapokcu3max TeHepaJIu30BaHHBIX CYIOPOT
C HapylleHHWeM BUTAIbHBIX (YHKIW TPOTUBOCYIO-
POXHBIM TIperapaToM BBIOOpa SBIsSETCS aUa3ernam,
a mpu ero Hed(h(GHEKTUBHOCTU — TUOIEHTAT HATPUS.
HeaddexkTuBHOCTh  MOHOTEpanmuMu  HEOHaTaJbHBIX
cynopor y 1/3 pereit TpeOyeT Hayaja KOMOWHMPO-
BaHHOW MPOTUBOIMWJIENITUYECKON Teparvu U3 Tpemna-
paToB MEPBOTO U BTOPOTO PSIOB.

CynopoXHBI CUHIPOM, BBI3BAHHBIA HCKITIOYH-
TEJIbHO  DJIEKTPOJMTHO-METAOOIMIYECKUMHU  HapyIle-
HUSIMU, BCTPEYAETCs TI0 JaHHBIM HAIIlETO WCCIIeTOBAHUS
MeHee 4eM y 10% nmeteit. OnHaKO HOpMalIM3alus Mapa-
METPOB MeTaboIM3Ma SIBIISIETCS HEOThEeMJIEMOI TTepBO-
HayaJbHOM 4YacThlO Tepalmuu HEeOHATAJTbHBIX CYIOpOT.
Dddexra OoT Tepanuy MUPUIOKCHMHOM B HaIlleM HCCIe-
JIOBAaHUU HE TIOJYYEeHO, OJHAKO He OBbLIM MCKITIOUEHBI
JIPyTHe BapuaHThl BATAMUH-aCCOIMUPOBAHHBIX CYIOPOT.

IMpn >MUIENTUYECKON 3TUOJOTUU CYaopOr (CTPYyK-
TypHasi, TeHeTU4YeCcKas SIUIIETICHST) CpeACTBAaMU BBIOOpa
Yy HOBOPOXIEHHBIX B HallleM LIEHTPe SIBJISAIOTCS TIpera-
paThl BaIbIIPOEBOI KUCIOTHI, TIPU UX HEA(PEKTUBHOCTH
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¥ TIPY BO3MOXXHOCTU SHTEPATLHOTO KOPMJICHUST — JIeBe-
TUpareTaM 1 okcKapbazernuH. K coxaneHWo, B OTJIMIne
OT 3apyOEXHBIX KOJIJIET, Y HAC OTCYTCTBYET OIBIT TIPUMe-
HEeHUsI JIeBeTHpalieTaMa B KaueCTBe MPOTUBOCYIOPOXKHOM
Teparmuy nebloTa Cyoopor Y HOBOPOXIEHHBIX IETei,
Kak mpemapata off-label. Ctout otMeTuTh, uTo 19,44%
eTell ¢ n1e0I0TOM HEOHATaJbHBIX CYIOpOT TepeBEIeHBI
W3 peaHUMAIMOHHOTO OTIEICHUS 0e3 TTOIIePKUBAIOIICH
MPOTUBOSITMIIETITUYECKOM Tepanmuy TpU HAJIWYUM CTa-
OMJIbHBIX KJIMHWYECKUX U BJIeKTpo3HIedanorpadude-
CKUX JTaHHBIX.

C y4eToM MeIMKO-COIMATbHON 3HAUMMOCTU paH-
Hero Havaysa 3(h(MEKTUBHONW Teparmuu OCTPHIX CUMIITO-
MaTUYECKUX CYIOPOT IJIsI CHUXXEHUsS pHUCKa pa3BUTHUS
SMWJIETICUU Y HEBPOJOTUYECKOTO, B TOM UYMCJIe KOTHU-
TUBHOTO JeUIINTA, a TAKXKE OTCYTCTBUS €IUHBIX TIPe/I-
CTaBJICHUI O MMAarHOCTUKE M JICUEHUU JIeTell ¢ HeoHa-
TalbHBIMU CyJOpOTaMM HaMM pa3paboTaH aJTOPUTM
BeJCHUS TaKUX IETEH.

3aknovyeHue

TaxkTrka BegeHUs] HOBOPOXKACHHBIX JIETEI C Cyl10pO-
raMu WHIVWBUIyaJbHA, OXHAKO aJTOPUTM IUATHOCTUKH
W JiedeHus TpedyeT yHU(UKALMY JUTST KaXKI0TO METUITMH-
CKOTO YYPEXIACHMS, YTO OOJETYUT U YCKOPUT OKazaHue
3¢ GeKTUBHON KBaTU(PUIIMPOBAHHOW TIOMOIIM JIETSIM.
B Hacrosiiiee BpeMsi MOHOTeparnusi TPOTUBOCYIOPOXK-
HBIMU TIpernapataMu 3¢ @GeKTHBHA He OoJiee YeM B T0JI0-
BUHE CJIy4aeB HEOHATaJIbHBIX CYJIOpOT, a IMpernapaTaMu
MepBOro psifa ocrarTcsl (eHobapOuTan U auasernam.
Ilpenapar neBeTupalieTam, MpUMEHSIEMbI 32 pyOeskom
B Tepamnuu e0l0Ta HeOHATaJIbHBIX CYIOpPOT, HE UCIOJb-
3yeTcsi B Poccuu B CBSI3M C OTCYTCTBHEM 3aperMCTpH-
pOBaHHOI TlapeHTepajibHO# (hopMbl. TpeTh ManueHTOB
HyXJaeTcss B Moadope KOMOMHALIMU aHTUSTJIeTNYe-
CcKMX TiperiapatoB. bosblioe 3HaueHWe MMEIT JAUArHo-
CTUKa W KOPPEKLMS TPAH3UTOPHBIX MeTabOIMYECKUX
HapyIIeHWH, TAKUX KaK TUTTOTJIUKEMUS U TUTTOKAIbIINe-
MUsl, OO Ha3HAYeHMSI TPOTUBOCYIOPOXHON Teparuu.
BuramuHoTepanusi TUPUIOKCHHOM He TPOJEMOHCTPH-
poBaja JOJLKHON 3(P(PEeKTUBHOCTU, BEPOSITHO, IO TPU-
YMHEe MaJIoil BHIOOPKM MalleHTOB.
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B NNMOMOLLIb TPAKTUYECKOMY BPAYY

Pouib 0:XupeHns B pa3BUTHH META00JIMYECKOr0 CHHAPOMA Y JeTeid

JI.M. Ilanacenko, X.B. Hegpedosa, T.B. Kapuesa, M. 1. Yepenanosa

®re0y BO «<HoBocMGMpPCKUi rocyaapCcTBEHHbI MeauUUHCKMI yHuBepcuTeT» MuHsgpasa Poccumn, HoBocnbupck, Poccusa
Obesity and its role in the development of metabolic syndrome in children

L.M. Panasenko, J.V. Nefedova, T.V. Kartseva, M.1. Cherepanova

Novosibirsk State Medical University, Novosibirsk, Russia

B neTcKoM M moaApOCTKOBOM BO3pAcTe MPOMCXOIUT 3aKJIAKA OCHOB 3710POBbsi, OPMUPYIOTCS HABBIKH MPABUIBHOTO 00Pa3a XKU3HHU,
HEOTheMJIEMOIi YACThI0 KOTOPBIX SABJISETCS MPaBUiIbHOE muTaHue. VI30bITOK WM HEAOCTATOK TeX WM MHBIX HYTPHEHTOB MOXKET
CMPOBONMPOBATD Pa3BUTHE B JAJbHEIIIEM XPOHHYECKUX ()OPM AIMMEHTAPHO-3aBUCHMOI NaTosiornu. /IeTcKoe oKupeHue BieYer
32 coD0i KaK KPaTKOCPOYHbIe, TAK M JOJIOCPOYHbIE HEOJIATONPHUATHBIE MOCJHEICTBUS JIsi (PU3MYECKOTO M MCUXOCOUHUATLHOIO
310pOBbsi. B cTaThe W3/I0KeHBI COBPEMEHHbIE MPEACTABJIEHHS O MATOreHe3e MeTA00IMYeCKOro CHHAPOMA Y JieTeil H MOIPOCTKOB,
MeToaX JUATHOCTUKH, MPOPUIAKTHKH U JIeYEeHHUs.

Karoueewte caosa: demu, noopocmku, napampogusi, oxcuperue, memaboauvecKuil CUHOpOM, NPUKOPMbl, NUMAHUe.

Ansa yuntuposauns: MNaHaceHko J1.M., Hegenosa XK.B., Kapuea T.B., YepenaHoBa M.U. Posb 0xupeHusi B pa3sutmm MeTabosin4eckoro CuH-
apoma y neteii. Poc BecTH nepuHaton n neguatp 2020; 65:(2): 125-132. DOI: 10.21508/1027-4065-2020-65-2-125-132

The health basis and correct lifestyle habits, including proper nutrition, are formed in the childhood and adolescence. An excess
or deficiency of certain nutrients can cause chronic forms of alimentary-dependent pathology. Childhood obesity results in both
short-term and long-term unfavorable effects on physical and psychosocial health. The article presents modern ideas about the patho-

genesis of the metabolic syndrome in children and adolescents, diagnostic, prevention and treatment methods.

Key words: children, adolescents, parathrophy, obesity, metabolic syndrome, supplementary food, nutrition.
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Bnocnez[m/le necatwietusi B Poccuiickoit ®Dene-
paluu, Kak ¥ BO BCEM MUPE, OTMEUAETCSl POCT YMCIa
JieTeil ¢ HapyllleHUsIMU HyTpUTUBHOTO ctaryca. [Ipocie-
JKMBAETCsl B3aMMOCBSI3b MEXy Pa3BUTUEM M30BITOUHOM
Macchl Tejla Ha MEePBOM TOY XU3HU U METabOJIUYECKOTO
cuHIpoMa B jJanbHeieM [1]. OmHOBpeMeHHO ¢ POCTOM
yycaa Aeteil ¢ MeTaboJMYecKUM CUHAPOMOM YyBEIUYU-
BAeTCsl YUCJIO JETei, UMEIOLIUX OTIEJbHbIE €r0 KOMITO-
HEHTbl — apTePUATIbHYIO TUIIEPTEH3UIO, AUCIUTTUAEMUIO,
PUCK DPA3BUTHSI PAHHETO aTepOCKJIEpO3a, UHCYJIMHOpE-
3UCTEHTHOCTb, CaXapHblii AMadeT 2-TO TUMA, COCYTUCThIE
HapyueHus [2].

C yyeToM OCOOEHHOCTEll COBPEMEHHOIO o0lIe-
CTBa CpeAu OCHOBHBIX (DAKTOPOB pHUCKA Pa3BUTUS
U30BITOYHOI Macchl Tejla U OXUPEHUSI MOXHO BblIe-
JIUTh BeAyllive: HecOaTaHCUPOBAHHOE MUTAHUE, TUIO-
NUHAMUsl, BIUMSHUE OOpa3oBaHUSI U CeMeHbIX dak-
TopoB. [log XpoHWYECKMMU pacCTPOMCTBAMU MUTAHUS
(nuctpoduu) MOHUMAIOTCS 3a00IeBaHUS AETEl paHHETO

© Konnektune aBTopos, 2020

Anpec g koppecnonaenuuu: [lanacenko Jliogmuina MuxaitioBHa — J1.M.H.,
npod. Kadeapsr mponeaeBTUKY AeTCKUX Oose3Heit HoBocubupckoro rocymaap-
CTBEHHOTO MEIMIIMHCKOTO YHUBEpCUTETa

Kapuesa TatbsiHa BanepbeBHa — J.M.H., 3aB. Kaenpoil MporeseBTHKU JeTCKUX
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BO3pacTa, XapakKTepHu3yIolIuecs HapyleHUsIMUA YCBOEHMUSI
MUTATETbHBIX BEIIECTB TKAHSIMU OpTaHU3Ma, YTO COIPO-
BOXJIAETCSI AMCTAPMOHUYHBIM pa3BUTHEM peOCeHKa.

ITapatpodusas — 3T0 omHa M3 4YacThIXx (OPM Hapy-
IIeHWs] TIMTAaHUST JeTel M0 2 JIeT, XapaKTepu3yroIasics
M30BITKOM Macchl Teja y pebeHka. [lpuunHoit aHTeHa-
TaJbHOU TlapaTpoduu Yallle BCeTo CIyXaT HecOalaHCH-
poBaHHOE MUTaHWe Oymyllieil Matepu (BHYTPUYTPOOHOE
MpOrpaMMUPOBAaHUE OXUPEHUS ), POXIEHUE KPYIMHOTO
riofa (He3aBMCUMO OT MHIEKCAa Macchl Tejla MaTepu),
XapakTep pojopaspelleHus U JIp., a B MOCTHATAIbHOM
nepuone — U30BITOUHOE MOTpeOeHUEe peOEeHKOM yTJe-
BOIOB («My4Hast ©Oo0Jie3Hb») M OENKOB («MOJOYHOE»
HapyllleHUue MuTaHus). BeloensioT crienyioliue cre-
neHu napatpoduu: | creneHb — BeJIMUMHA MPEBIIIEHUS
Macchl Tena cocranisier 11% u 6onee; 11 crenens — npe-
BhIIIEHHE Macchl Testa Ha 21—30%; 111 creneHb — npeBbI-
meHre Macchl Teia Ha 31% u 6oiee.

Haubonee pacnpocTpaHeHHON TIPUYMHONM Tapa-
TpoUU CIYXKUT OECTOpsIIOUHOE KOPMJIEHUE: HEKO-
TOpbIE JAETH TIPEANOYUTAIOT 00Jiee YacThle MPUEeMbl UL
(miutaHue 110 TpeOOBaHUIO), UX CJIENyeT MPaBUIbHO Opra-
HU30BaTh, U30erasi CTUXUIHBIX MMePEKYCOB, HAUMHas YXe
¢ repuoaa KopmiieHus1 rpyasio. HeoOxonnmMo MOMHUTS,
YTO 3HAKaMM TOJIOJa MOTYT OBITh BpallaTeJIbHbIe IBU-
SKEHUS TOJIOBBI B TIOMCKAaX MAaTEpUHCKOW TPy, YMO-
KaHusI Ty0aMu, TPOMKHWIA, HACTOMYMBBIN TJ1a4, aKTUBHBIC
cocaTesibHbIe IBWXKEeHUs Ty0. MHorve poauTenn aenarT
OOJIbIITYI0 OIIMOKY, MCIOJIb3YS KOPMJIGHUE MJIaJeHla
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B KaueCcTBe CPe/ICTBA CHUXKEHMSI OECITOKOMCTBA. DTa Mpak-
THWKa, TI0 JAHHBIM MHOTOUYMCJIEHHBIX MCCIIeIoBaTeNei,
MIPUBOIUT K OOJIbIIIEl TTprbaBKe MacChl TeJia U (DOPMUPYET
TIPUBBIUKY «3aeIaTh» CTpecC B OoJiee cTapileM Bo3pacTe.

HecriocoGHOCTh nieTeli peryampoBaTh CBOM 3MOLUM
yBEJIMUMBAET YIOTpeOJeHNne TUIIA W PUCK Pa3BUTHUS
oxupeHus. KopMmieHue pebeHKa B OTCYTCTBHE Tojiona
MpUaaeT TMUTAHWIO CBOMCTBA BO3HarpaxmeHus. Mia-
NEHEIl TPYTHOTO BO3pacTa CIIOCOOCH eCTh B OTBET
Ha TakuWe CTUMYJIbI, KaK BWI THIIW, 3MOLMOHAIBHOE
HampsKeHue, TUI0XOe CcaMOYyBCTBHE W T.J. MMeHHO
MMO3TOMY aIeKBaTHOE pEeTyJUpOBaHUE MUTAHUS POIUTE-
JIIMU  SIBJISIETCST BAXKHBIM  (DAKTOPOM  TIPEIYTIPEXKIACHUS
M30BITOUHOM Macchl Tejla, TepeelaHusi, BBITECHEHUS
13 palroHa pebeHKa BaXKHBIX MTPOIYKTOB MTUTAHMS, pa3-
BUTHS Kapueca 1 Ip. PoauTtensiM ciieiyeT 0ObSICHSITh BO3-
MOXHBIE TTPUINHBI OECITOKOCTBA peOeHKa M TPUHUMATh
WHBIE MEPBI, TOMUMO KOPMJICHHSI.

CrefylolIuM1 9acTBIMU TIPUYMHAMU CITy>KaT MeTa-
oonmueckue aedekThl (Takue, KakK HapylleHUs] oOMeHa
AMMHOKWCIIOT, OOJIe3HW HAKOIUIEHUsI, TIOBBIIIICHUE
VPOBHSI COMAaTOTPOITHOTO TOPMOHAa THUIO(U3a, WHCY-
JINHA), TUTIOAWHAMUSI, HEIOCTaTOYHOe TMpeObIBaHUE
Ha CBeXeM BO3IyXe, 3aJepKKa B OpraHu3Me JIUITHETrO
KOJIMYECTBA BOJBI U TIP.

Cumnrombl. PebeHok ¢ maparpodueil yacto obja-
JIAeT XapaKTePHBIM TEJOCIOXEHUEM: IUpOKas TPyIHast
KJIeTKa, KOpOTKasl IIesi, OKpyrjibie (popMBI Tejia, Y3Kue
smoratku. OTMevaeTcss OJIETHOCTh KOXKHBIX ITOKPOBOB,
M30BITOYHOE OTIOXEHHE XXUpPa B TOIKOXHOU XUPOBOM
KJIeTYaTKe, CHUKEHHME TOHYCA MBI, YITIPYTOCTH TKAHEeH.
VY nereii ¢ mapaTpodueii BO3MOXKHEBI MTPOSIBIICHUST paXWUTa,
JIepTIYECKIe PeakIni, TMcOno3, 3amop.

OcHOBY Tepanuu M30BITOYHOW Macchl Teja y MJia-
JICHIIEB COCTaBJISIET KOMILJIEKC MEpOTPUSITUI, BKIIO-
YaloIUX KOPPEKIWIO TIUINEBOTO TTOBEACHUS, Iue-
TOTEpanvio W aJeKBaTHYIO (DU3WYECKYIO HarpysKy
(rumHactuka, tiaBaHue). Komuccusi BO3 no 6opnbe
C JIETCKUM OXHUpPEHUEM PEKOMEHIYET HMCKIIOYUTETBHO
TPYIHOE BCKapMJIMBaHUE IO Bo3pacTa 6 Mec. BBemeHue
MpUKOpPMa B pallMoOH JeTedl Mmiamiie 4 Mec Hexesa-
TEJIBHO, COOJTIONIEHNE 3TOM PEeKOMEHIAIIM MOXKET CITO-
co0CTBOBAThH MPOPMIIAKTUKE JETCKOTO OKUPEHMSI.

IMocite moctukeHUsT peOEHKOM YKa3aHHOTO BO3pacTa
HEOOXOOMMO BBeJICHHUE IMUTATEIbLHOTO, 0e30MacHOro,
a TakXe COOTBETCTBYIOIIETO BO3pPAcTy U IOTPEOHO-
CTSIM OpTaHM3Ma TMPUKOpPMa TIPU TIPOAOKEHUU TPYI-
HOTO BCKapMJIMBaHUs. B KauecTBe TepBOro MpuKopMa
JIETSIM ¢ apatpodueil peKOMEHAYIOTCSI OBOIIIHBIE TTIOpE,
GoraThle TUILIEBEIMA BOJOKHaMu. Hampumep, oTeuect-
BEHHBIE TUIOAJIEPTeHHbIE OBOIIHBIE TIOPE M3 accop-
tuMeHTa «[lepBbiit BEIOOP» OT «DpyToHsHSI»: 13 GPOK-
KOJIM, M3 IIBETHOM KAaITyCThl WJIM KabaykoB. OBOIIHBIE
IMope He cojepkaT TMOBapeHHON COJM, caxapa, CIIeIIHiA,
JIMMOHHOM ¥ aCKOPOMHOBOI KUCJIOT, Kpaxmaia, pucoBoit
MYKM, KOHCEPBAaHTOB, KpacuTesieil, MCKYCCTBEHHBIX
1 BKYCOBBIX 100aBOK, a Takxke [ MO.

B MOMOLLIb TPAKTUHYECKOMY BPAYY

B kagectBe BTOpOro mpuKopma HamboJjee palyo-
HaJIbHO TIpUMEHEHWE 3EpPHOBBIX: TPEYHEBOM, PHCOBOM
U KYKYPY3HOI MHCTaHTHBIX 0€3MOJIOUHbIX Kalll, He Collep-
JKalllMX B CBOEM COCTaBe MIIOTEHA. XOPOILIUM TTPUMEPOM
SIBJISIIOTCSl  IETCKUE TUMOAIJIepreHHbIe, 0e3MOJIOUHbBIC
kamm «DpyroHsHs» 13 accoptumenTa «[1epBbIii BEIOOP»:
pucoBasi, rpeuHenasi. LlemecooOpa3HO Takxke MCIOJIb30-
BaHUe xJyieba ¢ 100aBIeHUEM 1IeIbHBIX 3epeH.

BaxxHO 3aMEHUTb MTPUBBIYHO MCTOJIb3yeMbIE CaaKue
HaINUTKU (COKM, KOMITOTHI, KHCEJIM) Ha JIETCKYIO BO.NY,
Jiera3upoBaHHbIE CTOJOBbIE MMHEpajbHbIe BONBI, Tpa-
BSIHbIE Yau. B muTaHuM nereil paHHEro Bo3pacTe peKo-
MEHJI0BAaHO HE MCITOJb30BaTh MPOAYKTHI C BhIpa’KEHHbBIM
COKOTOHHBIM 3(dekTom (OyIbOHBI W CYIBI, COIEpP-
JKalllue 9KCTPAKTUBHBIEC BEIIECTBA, BKYCOBBIE IPUITPABHI,
KUCJIbIE Y COJIEHbIE TTPOYKTHI U 1p.) [3].

Takum oOpaszom, y nereit paHHero Bo3pacta OpraHM-
3alMsl pallMOHAIBLHOTO MUTaHUSI — OCHOBHOM METOJI TTPO-
uyakTUKK napaTpoGuu 1 JOJKHA CTPOUTHCST HA CIIEIy-
FOIIMX OCHOBHBIX TTPUHIIUTIAX:

— HOpMaJIM3alusl eXeIHEeBHOTO pallioHa T0 Colep-
JKaHWIO Y COOTHOIIIEHWIO OCHOBHBIX MUILEBBIX BEIIECTB
B COOTBETCTBMM C PEKOMEHIOBAaHHBIMU BO3PAaCTHBIMU
HOpMaMM TIOTpeOJIeHUsl, C TIOMOIIbIO Yero MOXKHO
JIOOUTHCS 3aMellJIEHUs HapacTaHMSI MacChl TeJa;

— YCTpaHEHWE HOYHBIX KOPMJIEHUI TMpu U30bI-
TOYHOM TIMTAaHUU BCJENCTBUE TEpeKopMa TIPYIHBIM
MOJIOKOM, YIIOpSIIOYEHUE pekruMa KOPMJIEHUI, YMEHb-
IIeHWe Ha HECKOJbKO MUWHYT TPOIOIKUTEIHLHOCTH
KaxXJ0TO KOPMJIEHMUS;

— obecrieyeHMe AeTeil Ha UICKYCCTBEHHOM BCKapMJIU-
BaHWU JIOTIOJTHUTEILHBIM KOJIMYECTBOM KUIKOCTH;

— OpraHu3zailusi pallMOHaJbHOTO peXXruMa MUTaAHUS;

— TIpOBEJIEHUE KOPPEKIMU COAepPXKAHUST JIUTIUI0B
B paliMOHe pacTUTEIbHBIMU XXKHpaMu (00111ee KOJUUECTBO
JKMpa JOJIKHO COCTaBJATh B 1-1 YeTBEPTU MEPBOTo roja
Xu3Hu 6,5 T, Bo 2-i1 — 6,0, B3-it — 55T, B4-ifi — 51
Ha 1 Kr Macchl Tefa);

— BBelIEHUE YIJIEBOAOB MPEUMYIIECTBEHHO C OBOIIl-
HBIMA M (PYKTOBBIMU OJIIOJaMM TIpU 3HAYUTEIHLHOM
OrpaHWYEHUHU caxapa U MYYHBIX MPOAYKTOB (KOJUUECTBO
yIJIeBOJOB Ha 1 Kr maccel Tesia — 12 1);

— BBelleHHWE ONTHUMaJbHOTO KOJMYecTBa Oelka,
3a CUeT KaK PacCTUTEIbHBIX TMPOAYKTOB, TaK W TIOJHO-
LIEHHBIX 1O aMWHOKMCIOTHOMY COCTaBY >XMBOTHBIX
oenkoB: 1,0—1,5 r Ha 1 KT Macchl.

IIutanue nereit 2—3 1eT B MEHbIIIEH CTEIIEHN KOHTPO-
JIUpyeTcsl TeaMarpaMu M B OOJIbILIEH CTEreHU CBsI-
3aHO C TPUBBIYHBIM XapaKTepPOM ITUTAHUSI B CEMbE.
PeGeHok mbiTaeTcs moapaxarb B3pOCHbIM, TPOOYeT UX
eny v HanmuTKU. O4eHb BaXHO B ATOT MEPUOJ HAyYUTh
pebeHKa eCTb 370pOBYIO THIILY, MOTOMY Kak (hOpMHUPO-
BaHME WHIVMBUAYATbHBIX TTMIIEBBIX TTPUBBIUEK 3aKJIabl-
BalOTCSI UMEHHO B 3TO BPeMsI M MOXET CITOCOOCTBOBATh
Pa3BUTUIO U3OBITOYHOI MaCChl Tejla U OXKUPEHUSI.

M30bITOYHAsT Macca Teda — COCTOSTHUE, TIPU KOTOPOM
UMeeTCs 4pe3MepHOe HaKOIUIeHWE XUPOBOW TKaHU
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B OpraHuM3Me, M Macca Tejla MPEeBbIIAET JAOKEHCTBY-
011110 JIJIs1 9TOTO BO3pacTa U roJa.

Oxxupenue — reTeporeHHas rpyrna HacjaeCTBEHHBIX
U MPUOOPETEHHBIX 3a00JIeBaHUI, CBSI3AHHBIX C U30bI-
TOYHBIM HaKOIJICHUEM KUPOBOI TKAHW B OpPraHU3Me.

Nunekc macenl Tena (MMT; unnekc Kerie) — nnmexc,
KOTOPBIl pacCUMTHIBAETCSl KaK OTHOIIIEHUWE MaccChl Teja
B KUJIOTpaMMax K KBaJpaTy pocTa 4YeJoBeKa, BbIpaXeH-
Homy B MerpaX. MUMT mno3BojiseT KOCBEHHO CYyIWUTh
0 KOJIMYECTBE XXUPOBOW TKAHW B OpPTaHM3ME€ M JTHUarHO-
CTUPOBATh HAJIMYKME HU3KOM, HOPMAJIBHOM, M30BITOYHOM
MacChl TeJia WIN OXUpeHus [4].

Kputeprn M30BITOUHOM MacChl TeJla M OXHUPEHUS
y JeTeil omnpeaensioTcsl MO JaHHBIM TEPIEHTUIbHbIX
TaOJUI WIU CTaHIapTHbIX oTkiaoHeHuit UMT (SDS —
standard deviation score). B HUX yUUTBIBaIOTCS HE TOJBKO
JUTMHA U Macca Tesla, HO TaKXKe M MOJI U BO3pacT pedeHKa.
O10 cBs13aHO ¢ TeM, yTo UMT MmeHsieTcst ¢ pa3BUTHEM
pebeHKa: OT BBICOKOTO B TEPBBIN IOl KU3HU, CHUKEH-
HOTO B IepUOJIl paHHETO JeTCTBa (2—35 JIeT) U MOCTENEeHHO
YBEJIUUYMBAIOIIETOCS] B IEPUOJ] MMOJOBOTO Pa3BUTHSI, UTO B
11€JIOM OTpaxkaeT IMHAMUKY KOJUYECTBA XKUPOBOW TKAHU.

C yuerom pekomeHnauuit BO3 oxupeHue y nereit
U TOAPOCTKOB clienyeT ornpenesatb Kak +2,0 SDS UMT,
a u30bITOYHYI0 Maccy Tena ot +1,0 no +2,0 SDS UMT.
Ha caiite BO3 mpencraBieHbl HOpMAaTUBHbIE 3HAYCHUS
JUTMHBI ¥ MacChl TeJia UTS IeTeil B BUIe TaOIUIl U KPUBBIX
Kak [uist Bo3pactHoii rpymnmbt oT 0 1o 5 et (http://who.int/
childgrowth/standards/ru/), Tak u juist nereit 5—19 ner [5].

Knaccudukaumsa oxumpeHus

ITo aTHonOrNNM:

npocmoe  (KOHCMUMYUUOHAAbHO-IK302€HHOE,  UOUO-
namuueckoe) — OXUPEHUE, CBSI3aHHOE C M30BITOYHBIM
MMOCTYIUICHUEM KaJlOpUil B YCJIOBMSX THMITOIMHAMMKI
M HaCJEeICTBEHHOW TpeapacronoxeHHoctn (89—90%
BCEX CJIy4yaen);

2unomaaamueckoe — OXNUPEHNE, CBI3aHHOE C HaJlM-
ypeM W JIeYeHHMEM OITyXOJIeil TUIoTajaMmyca M CTBOJIA
MO3ra, JIy4eBOM Tepareil OIyXoJieil TOJIOBHOTO MO3Ta
1 TeM00JIaCTO30B, TPABMOI Yeperia WM MHCYIIBTOM;

npu HelpoIHOOKPUHHBIX 3000.1€6aHUAX — TUTICPKOPTU-
LIM3ME, TUIIOTUPEO3E U JIP.;

AmpozenHoe — BbI3BAHHOE JJIUTEIbHBIM TMPUEMOM
TJIFOKOKOPTUKOUIOB, aHTUIETIPECCAHTOB W JIPYTUX Tpe-
Maparos;

MOHO2eHHOe — OXUPEHUE BCJIEICTBUE MYyTalluu

B TeHax JIeNTUHA, pelenTopa JenTUHA, PeLenTopoB
MEeJIJAaHOKOPTUHOB 3-TO U 4-TO TUIIOB, TTPOOITMOMETIaHO-
KOpPTMHA, MPOKOHBEpTa3bl 1-ro Tuma, pelenrtopa Hei-
poTpodurueckoro ¢dakTopa — TPOIOMHO3WHCBSI3aHHOM
KHWHa3wl B;

CUHOPOMAAbHOE — OXVPEHUE TTPU TEHETUIECKUX CUH-
npomax Ilpanepa—Bumau, momkoii xpomocoMmbl X, AJb-
ctpema, KoxeHa, JlayHa, TICeBIOTHITONIapaTUPeO3e U JIp.

ITpu mocTaHOBKEe MUArHO3a TaKXKe BBIIEISTIOT OCIOXK-
HEHMST U KOMOPOUIHBIE COCTOSIHMSI.

Ilo cmenenu oxcupenusi: 1 crenens — SDS UMT 2,0-2,5;
II creniens — SDS UMT 2,6—3,0; 111 crerriens — SDS UMT
3,1-3,9; IV crenens (MopouaHoe) — SDS UMT >4,0.

WmeroTcss  pazmuuust B OTNPeNeIeHUH  OXUPEHUS
y IeTeii B Bo3pacTe 10 2 jieT v ctapine. Ecim metsm crapiie
2 JIeT TMarHo3 OXWPEHWsI YCTAHABIMBAETCS B COOTBET-
CTBUU C XOPOIIIO U3BECTHBIMA KPUTEPUSIMU TTPEBBIIICHUS
WUMT >95-ro mepueHTWIST I BO3pacTa W I0OJIa, TO B
BO3pacTe MeHee 2 JIeT peKOMEHIYeTCsT TUarHOCTUPOBATh
OXMPEHME TIPU MPEBBIIIIEHNN MaCChl, TOJKHOM 1T pocTa
u niona, 97-ro nepuenTtuis no mkaine BO3. JlabopatopHoe
o0ce0BaHe IS MCKITIOYEHUST SHIOKPUHHBIX MPUIUH
OXXUPEHUS TTPOBOAMUTCS 110 TTOKAa3aHUsIM [6].

Ilpu cOope aHamMHe3a HEOOXOAMMO YUYMTHIBATH
Maccy TIpM POXIEHWM, BO3pacT naebloTa OXUpEeHUs,
TMICUXOMOTOPHOE pa3BUTHE, HACIEACTBEHHBI aHAMHE3
Mo OXUpeHUIo (BKJoUass Maccy W JJIMHY Tejla POIU-
TeJieit), caxapHoMy auabeTy 2-To TUIa U CepAeYHO-
COCYIMCTBHIM  3a0oJieBaHUSM, JIWHAMUKY  pPOCTa,
HaJuuMe HEeBPOJIOTMYECKHUX XaynmobO (TojloBHbIE 0OJIH,
HapylIeHue 3peHus ).

OOBEeKTUBHBIE JaHHBIE BKIIOYAIOT JUIMHY W Maccy
tena, SDS MMT, okpyXHOCTb Tajiuu, XapakTep pac-
MpeAeeHUsT TTOAKOXKHON SKMPOBOI KIIETYaTKU, apTe-
puajbHOEe [JaBJIeHWE, HaJludWe W XapakTep CTpUid,
domukynsipHoro  keparosa, acanthosis  nigricans,
AHIPOTEH3aBUCHUMOM IepMonaThu (y AeBOYEK — TUPCY-
THU3M, aKHe, XHUpHas cedopesi), cTaausi MOJOBOTO pas-
BUTHSI, CrielnUIecKre (PeHOTUTTHYECKIE OCOOEHHOCTH
(xapakTepHble 7151 CHHAPOMAaJIbHBIX (DOpM).

JlaGopaTopHast AUMarHoCcTMKa BKJIIOYAET OMOXMMU-
YeCKU aHaJIu3 KPOBU C OTIpeAeIeHUEM JIUTTUA0TPAMM
¥ TpaHCaMWHAa3 Me4YeHU, CTaHAAPTHBIA MepOopaTbHbBIM
TJTIOKO30TOJIEPAHTHBIN TECT C OTpeJeieHUEM YPOBHS
III0KO3bl HaTollak u yepe3 120 MUH, TOpMOHaJbHbBIE
WCCIeNOBAaHUS TI0 TIOKa3aHUSIM  (THUPEOTPOITHBINM
W aIpeHOKOPTUKOTPOIHBI TOPMOHBI, CBOOOIHBIM
TUPOKCUH, KOPTU30J, JIENITUH, MapaTrOpMOH, TTPOUH-
CYJIVIH U Jp.)

Kputepussmu  puciunuaeMun  (Tpu - HAIAYUUA 2
rmokasarejieii u 0ojee) CIyXaT YpOBEHb XOJeCTepHHA
>5,2 MMOJb/N; YPOBEHb TPUIJIMLIEPUIOB >1,3 MMOIb/1
(mst mereit no 10 ner) u >1,7 Mmonb/n (U1st AeTeit crapiie
10 ner); ypoBeHb JIUMOIPOTENIOB BBICOKOW TUIOTHOCTHU
<0,9 mMounb/n1 (Matburku) U <1,03 MMoJb/1 (IEBOYKM);
YPOBEHB JIMTIONPOTEUIOB HU3KOM TUTOTHOCTH > () MMOJTB/1.

OueHKa rnioKo30TONEPaHTHOrO TecTa

Hopmoeauxemuss — 3TO ypoBeHb TJIIOKO3bI HATOIIAK
MeHee 5,6 MMOJIb/T U YPOBEHb TIIIOKO3BI 4Yepe3 2 9
CTAHIAPTHOTO TJIFOKO30TOJIEPAHTHOTO TecTa MeHee
7,8 MMOJIB/11.

Hapywenue eauxemuu namowax: ypoBeHb TITIOKO3BI
HaToIIaK COCTaBIISIET 5,6—6,9 MMOJIb/JI.

Hapywenue moaepanmnocmu k eaioko3e: ypoBeHb TITIO-
KO3Bl 4Yepe3 2 4 CTaHAapTHOTO TJIIOKO30TOJEPAHTHOTO
TecTa COoTBeTCTBYeT 7,8—11,1 MmMonb/1.
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IManyeHTHl ¢ HapylIleHWeM TIMKEMUW HaToIllaK
U HapylIeHWEeM TOJIEPAHTHOCTU K TJIFOKO3€ COCTaBJISTIOT
TPYIIIY pUCKa pa3BUTHSI caxapHOTro nuabeTa, a JaHHBIE
paccTpoiicTBa YIJIEBOAHOTO OOMeHa paclieHWBAIOTCS
Kak mpenunabder. B moBceqHEeBHOI MpakTUKE JIsI OLIEHKHU
WHCYJIMHOPE3UCTEHTHOCTU TPW  OXWPEHUU Y JeTeid
U TIOAPOCTKOB HaMOOJNbBIIEH JMAaTHOCTUYECKOW 3Ha-
YUMOCTBIO 00JIafaloT 3HAYeHWs CTUMYJIMPOBAHHOTO
BbIOpOCa WHCyJIMHA W WHAekca Matsuda, ompenens-
eMBbIe TT0 JaHHBIM TIePOPATBHOTO TTIOKO30TOJIEPAHTHOTO
TecTa, 3HaYEeHMST WMHIEKca HUXe 2,6 CBUAETEIbCTBYIOT
0 HAJIMYUW UHCYTMHOPE3UCTEHTHOCTH.

ITo moka3zaHUsAM OeTIM Ha3HA4YaloT YJIBTPa3BYKOBOE
HCClieIoBaHNE BHYTPEHHUX OPTaHOB, 3JIEKTPO- M 3XO-
Kapauorpaduio, MarHUTHO-PE30HAHCHYIO TOMOTpaduio
TOJIOBHOTO Mo3Ta 1 1p. [1pu He0OXOTUMOCTH ITPOBOASATCS
MOJIEKYJISIPHO-TEHETUIECKUE UCCIIeI0BAaHUS: OTpee-
JIeHWe KapWOTHIa, TIOUCK MYyTaluii B TeHaX MPU MOI0-
3peHUN Ha MOHOTEHHOE OXWpPEHWEe W CUHIPOMAaJIbHBbIC
¢dopmbl. MoryT moHamoOUTbCSI KOHCYJIBTALIMU Criela-
JIUCTOB: muetojiora, Bpaua JIMK, mcuxomnora, HeBpoIa-
TOJIOTa, KapauoJjora, OTOJIAPMHTOJIOTa, TacTPOIHTEPO-
JIora, TMHEKoJIora, reHeTuka [7, 8].

PesynbsraThl 0030pOB JAHHBIX JINTEPATYphl CBUIC-
TEJTBCTBYIOT, UTO paHHEe BBeJeHHUE TPUKOpMa (10 TOCTHU-
JKeHUsI peOeHKOM Bo3pacta 4 Mec), coiepxkaHue O00JIb-
IIOTO KOJMYecTBa Oejlka M BBICOKAsT KaJOPUIMHOCTh
MPUKOpPMa, a TakKKe HeCoOJIoAeHe PYKOBOICTB 0 KOpP-
MJICHUIO, COCTABJIECHHBIX HA OCHOBAHUM JOKAa3aTEIbHBIX
WCCIIeI0OBAaHWI, MOTYT acCOLIMMPOBATHCS C U3OBITOUHOM
Maccoil TeJla U OXUPEHWEM B TMOCJEAYIOIINe TePUOIbI
KU3HUA. B TpyNIBl pucka pa3BUTHUS OXHWPEHUST B TIOJI-
POCTKOBOM TTepHOJIe BXOIST AETH, POXKIEHHBIE C MacCOi
tena meHee 2500 r u 6onee 4000 . TskecTh KJIMHUKO-
(DYyHKUIMOHABHBIX Y METa0OJMYEeCKMX HapyIIeHU
y JeTeil ¢ OXXKMpPEeHUEM BO3pacTaeT 1o Mepe B3POCIeHUS
pebeHKa: TIOBBIIIAETCS YPOBEHb TIIMKEMUM HaToIIaK
¢ ¢GopMUpOBaHUWEM WHCYJIMHOPE3UCTEHTHOCTH, Yallle
PETUCTPUPYIOTCS TUTIEPXOJIECTEPUHEMUS W JTUCIUTIN-
JIeMUsI, B TIOAPOCTKOBOM BO3pacTe YBEJMIMUBAETCST PUCK
(opMHupoBaHUST CTAOWJIBHOM apTepHallbHOM THUIep-
TEH3WUM, TUTIEPTpoPUU MUOKapiaa JIeBOTO KEIyIodKa,
AHTUOTATUN CETYATKHU W AUCHYHKIIUY SHIOTEIHS.

AHanun3 0coOeHHOCTE! TeueHUs OKUpeHUs U (POpMU-
pPOBaHMSI OCJIOXXKHEHWI B pa3Hble BO3PACTHBIE TEPUOIbI
CBUIIETENIBCTBYET O HEOOXOIUMOCTH OoJiee paHHEro BMe-
IIATeJIbCTBA C MPOBEACHNUEM aKTUBHBIX MpOodUIaKTHUE-
CKUX MEPOTPUATHSIX Y JAeTel Miaaiie 14 j1eT, MOCKOIbKY
B Bo3pacte 15—18 Jjiler oXupeHmne compspKeHO ¢ OoJiee
rIyOOKMMU  KJIMHUKO-(GYHKIIMOHATBHBIMUA M MeTabo-
JIMYECKUMU U3MEHEHMSIMA W Pa3BUTHEM OCJIOXKHEHMWA.
Bhimenenue ABYX TMAaTOT€HETUUYECKUX JIMHUI DPa3BUTHS
OXUpPEHUsST Y MOAPOCTKOB 15—18 jieT mo3BoJisieT Tpea-
MOJIOKUTh, TIPEUMYIIECTBEHHO IO KaKOMy M3 TaTore-
HETUYECKUX BapMaHTOB MOXET B HaJIbHEHIIIEM Mporpec-
cupoBaTh 3aboJieBaHUE: pPa3BUTHE TUIIEPTOHUYECKOM
00JIe3HU WJIM HapacTaHWe MeTabOJMYECKUX HapyIIeHU

B MOMOLLIb TPAKTUHYECKOMY BPAYY

¢ ¢opMHpOBaHMEM caXxapHOro amadera 2-ro TUIa. DTO
MO3BOJIUT ONTUMU3MPOBATh AUATHOCTUKY W WHIWBU-
JNyaJIn3UpoOBaTh CoAepXaHUe JieueOHO-MpoduIakThIe-
CKUX MEPOTIPUSTUI Ha PaHHUX CTamusX (opMHUpPOBAHUS
o6one3nu [9, 10].

CunTtaercst, 9YTO KPUTHUESCKUMHU JUTSI Pa3BUTHST OXKU-
PEHUS SIBJISIIOTCS CIIeAYIONINE TIEPUOIbI:

1. Tlepuon panHero Bo3pacta. Ha 1-m roay xusHu
nepekopM pedeHKa BeAeT K YBEJIWUYEHUIO YKCia aaurio-
LITOB, HO He nX pa3MepoB. [Ipn cBoeBpeMeHHOI 1 Tpa-
MOTHOI KOPPEKILMU pallioOHa B DTOT TMEPHUOJ BEpOSITEH
GJIarONPUATHBIN UCXO/I.

2. Tlpenybeprat (7—10 sier), Koraa OXXKUpEeHUE MOXKET
UMETh PEUMAVMBUPYIOIIMI XapaKTep, YacTo ObIBacT
CTOMKUM U TIpearnoaraeT (hopMUPOBAHKUE TTOCTOSTHHOTO
OXXUPEHUS BO B3POCJIOM BO3pacTe, TaK KakK B 3TOT MEPUOJ
M30BITOYHOE YHUCIIO AJWIOIUTOB He YMEHBIIAeTCsI,
co3/1aeTcs pe3epB s KUPOBBIX JIETIO.

3. TlompoctkoBblii Bo3pact. [IpeBanupymoiiee 60Jib-
IIUHCTBO TMOAPOCTKOB, MMEIOIINX M30BITOYHYIO Maccy
Tesia, COXPaHSIOT ee U BO B3pocCioM Bospacte. JlaHHOe
OXMpEeHUe BO MHOTOM OOYCJIOBJIIEHO TIepecTpONKON
HEMPOIHIOKPUHHOW CUCTEMBI, CBSI3aHHOW C TTOJOBBIM
co3peBaHMEM M 4YacTo (OPMHUPYEeT TaK Ha3bIBaeMBbIii
TUTIOTAJIAMMYECKUIA CUHIPOM TMyOepTaTHOTO Tepuoaa
C pa3BUTHEM METabOJMUYECKOTO CUHIpOMA.

OCHOBHBIMU KOMITOHEHTAMU METa00JMIECKOTO CHH-
JIpoMa SIBIISTIOTCSI MHCYJMHOPE3UCTEHTHOCTh TKaHEi,
TUTIEPUHCYTUHEMUS, TUCTUTTUIEMHUS, TUTIEPYPUKEMMUSI,
aprepuanbHas TunepteHsus [11]. B Hacrosiiee Bpewmsi
BOTIPOC METabOJMYECKOTO CUHAPOMA CUYMUTAETCS OJHUM
13 OCHOBHBIX B MEIMKO-COIUATBLHON M 9KOHOMUYECKOM
cdhepax COBpeMEeHHOTO O0IIIeCTBa, IPUBOISIIINM K COKpa-
IIEHWIO TIPOIOJIKUTEIBHOCTU KU3HU U YXYIOIICHUIO €e
kauyectBa [11—13]. PacnpocTtpaHeHHOCTb MeTaboiamye-
CKOTO CHMHJIpOMa B 2 pasa TpeBbIlIaeT pacipoCcTpaHeH-
HOCTb caxapHOTO AuabeTa, B CKOPOM OyIyIleM MPOTHO-
3UpYyeTCsl AalibHeliliee yBeJIUuUyeHUe TeMIIOB €ro pocTa.
Yacrora pa3sutus Bapeupyet ot 10,6% B Kutae mo 24%
B CIA, B Poccun MetabosnmuecKkuii CHHAPOM PETUCTPU-
pyetcs y 18—22% B3pocioro HaceneHus [14].

IlposineHnss MeTabOIMYECKOTO CUHIpOMa dalle
PETUCTPUPYIOTCS B TpyIIie AeTel, WMEIOINX Hace-
CTBEHHYIO OTSITOIIEHHOCTh W M30BITOYHYIO MaccCy TeJa.
OTMeYeHO, YTO y TOAPOCTKOB C OXUPEHWEM, Pa3BHB-
IUMCS OO0 Havaja TyOepTaTHOTO IIepuoma, WMeeTcs
BBICOKAsl PACIpPOCTPAHEHHOCTh apTepUaIbHON THUIep-
TeH3UU 1 TUTIepUHCYIMHeMUM [15].

DTHonorus MeTaboJIMUeCKOro CHHIApOMa CBsi3aHa
C HaJIMYMEM psila BHEUIHUX WM BHYTPEHHUX (PaKTOPOB:
TeHeTUYecKass  TMpeApacloioXeHHOCTh  (Hampumep,
MyTalMsl TeHa WHCYJIMHOBOTO pelenTopa Ha XpOMO-
come 19); n30bITOUHOE TTOTPEOIEHUE XKUBOTHBIX XXUPOB;
pacnpocTpaHeHHas pekJiama BBICOKOKAJIOPUIMHOM
MMUIIW; TOPTOBBIE aBTOMATBI B IIIKOJIaX; OTCYTCTBUE CITOP-
TUBHBIX 3aHITUI B IIKOJE, KOMITbIOTEpHBIE U 3JIeK-
TPOHHBIE UTPHI; U30BITOYHASI Macca Tejla Yy POauTENeit;
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TUIOXME HaBBIKM TMTAaHUSI W KYJIUHApPUW, OTCYTCTBHUE
3HaHUI B CEMbE O 30POBbE, MEAUIIMHCKUX TOCJIEACT-
BUSIX OXUPEHUS; HalMOHAJIbHbIC TPAAWUIIMU TIUTAHMSI.
IeneTnueckasi mpeapacriooXeHHOCTh K MHCYJIMHOPEe31-
CTEHTHOCTH MOXKET HE peaju30BaTbCsl U HE MPOSIBUTHCS
KJIMHUYECKU B OTCYTCTBUE COOTBETCTBYIOIIUX (DAKTOPOB
BHeILIHeN cpenpl [16, 17].

B marorenese Bemyiasi pojib OTBOAUTCS MHCYJIMHO-
PE3UCTEHTHOCTHU TKaHel opraHu3Ma, KOTopasi TpUBOJIUT
K KOMIEHCATOPHON TUIEPUHCYIMHEMUU. [UnepuHcy-
JIMHEMUsI CHUXKAeT 4YYBCTBUTEJIBHOCTb WHCYJIMHOBBIX
peLenTopoB, MOMAABISET pacnaa XUPOB, CIOCOOCTBYET
MPOrpPecCUpPOBaHNI0 a0JOMUHAIBHOTO OXMPEHUSI, MOC-
TOSTHHO HMCTOIIaeT CEKPETOPHbIM anmapaT OeTa-KJIeTOK
MOJIKETYTIOYHOI KeJie3bl, YTO MPUBOJIUT K HAPYIIEHUIO
TOJIEPAHTHOCTU K TJIIOKO3€, Pa3BUTUIO CaxapHOTo aua-
Oeta 2-ro THUMa, CIOCOOCTBYET YCUJIEHWIO TIposude-
palnu TIagKOMBIIIEUHBIX KJIETOK COCYI0B, MOBBIIICHUIO
o01ero nepudepruyecKoro COMPOTUBIIEHUSI COCYIOB,
TUTepakTUBALIMM CUMITAaTUYECKOTO OT/Ie/Ia BereTaTUBHOM
HEPBHOM CHUCTEMBbl M PEHWH-aHTMOTEH3WH-aJIbIOCTE-
POHOBOI CUCTEMBbI, CHMXAET aKTMBHOCTb IapacumIia-
TUYECKOTO OTJeJia BEereTaTUBHOW HEPBHOM CUCTEMBI,
MpU TOM YBEJWYMBAETCSI CEPACUHBI BBIOPOC, YacToTa
CepAeYHBIX COKpaIlleHU I, BeJIMUMHA apTepUaIbHOTO J1aB-
sneHusi. Kpome Toro, MHCYJIMHOPE3UCTEHTHOCTh CIOCO0-
CTBYeT NUCOYHKIIMU IHAOTEIUSI COCYAOB (TTOBBIIIEHUIO
CeKpellMy Ba30KOHCTPUKTOPOB — BHAOTEIMHA, TPOM-
OOKCaHa M CHUXXEHUIO TMPOAYKIIMU Ba30IMJIaTaTOPOB —
OKCHJa a30Ta, MPOCTAlMKIMHA), YTO BEIET K apTepu-
aJIbHOU TUMEePTEeH3UU.

AIUTIONUTHI TIpY a0JOMUHATBLHOM OXMPEHUM Xapak-
TepU3YIOTCSI MOPPOJOTUYECKUMU U (PYHKITMOHATIBHBIMU
ocobeHHOCTSIMU. MHTpaabpoMUHaIbHBIE aIUITOLMThI
UMEIOT OOJIbILIYI0 TIUJIOTHOCTh [P-aJApeHOPELENnTOpPOB,
KOPTUKOCTEPOUIHBIX W  aHAPOTEHHBIX PELENTOpPOB
U OTHOCUTEJBHO  MEHBIIYIO  0,-aIPEHOPELENTOPORB
U PelernToOpoB K MHCYIMHY. DTO OIpenesisieT BhICOKYIO
YYBCTBUTEJBHOCTh  BUCLIEPAIbHON XUPOBOW  TKaHU
K  JIUTIOJIMTUYECKOMY  NIEMCTBUIO  KaTexOoJaMUHOB
U HUBKYIO — K aHTUJIUTIOJIMTUYECKOMY IeMCTBUIO UHCY-
nvuHa. VIHTEeHCUBHBIN JUMOIN3 B UHTpaabIOMUHAIbHBIX
aaUMoIMTaX TPUBOIUT K BBICBOOOXIEHUIO OOJIBIIOTO
KOJIMYECTBA CBOOOJHBIX JKUPHBIX KHCJIOT, KOTOpPbIC
MOCTYNAlOT TI0 BOPOTHOM BEHE B MEUEHb, a 3aTeM B CHUC-
TeMHBIII KPOBOTOK. DTO TPUBOAUT K YMEHBIIIEHUIO CBSI-
3bIBaHUs TeMaTOLMTaMU WHCYJIMHA, €ro Jerpagaiuu
U pa3BUTHIO MHCYJIMHOPE3MCTEHTHOCTH B TIEYEHU, K TOP-
MOXEHUIO CYMTPECCUBHOTO JACHCTBUSI MHCYJIMHA Ha TJIIO-
KOTeHe3, a TakKXe CUCTEMHON TUIEPUHCYJIUHEMUMU,
B CBOIO Ouepelb CHocOOCTBYyIollel mnepudepuiyecKoi
WHCYJIMHOPE3UCTEHTHOCTU [18]. AmumouuTtsl BuUcCIle-
paJIbHOM KUPOBOU TKAHU MPU OXUPEHUU CUHTE3UPYIOT
psil TOPMOHAJILHO-aKTUBHBIX BellecTB (JIEMTUH, CBO-
OOMHBIE XUPHBIE KUCIOTHI, (haKTOp HEKpO3a OIyXOJu
anbda, MHCYJIMHOMOMO0OHBIN (haKTOp pocTa, MHIMOUTOP
aKTUBATOpa TUIAa3MMHOTI€HA, aHTMOTEH3UMHOTEH, aHTHO-

teH3uH I, WHTepIEeKWHBI, TpOCTarJaHAWHBI, 3CTPO-
TeHBI), KOTOPbIE CITIOCOOCTBYIOT PAa3BUTHIO apTepUATbHOM
TUTIEPTEH3UN 1 MeTaboJIMUYeCKUM HapyieHus M [19—21].

Tunepypukemusi — OOWH U3 KOMITOHEHTOB MeTabo-
JIMYECKOTO CHHIPOMA, HaJM4Me TUTEPYPUKEMUU TTOBBI-
IIaeT PUCK BO3HUKHOBEHUSI W TIPOTPECCUPOBAHUS apTe-
pUaTbHOM THUIEPTeH3UW. YPOBEHb MOYEBOM KUCIOTHI
OTpaXkaeT COCTOSTHUE IyPUHOBOTO OOMeHa, ero KOHeUHbIe
MPOAYKTH TMPUHUMAIOT aKTMBHOE ydacTHe B amarTal-
OHHBIX pPeaklusx opraHudma. [1oaToMy Hajanuue TUrep-
YPUKEMUU CBUAETENBCTBYET, BEPOSATHO, O HATPSDKEHUU
ajanTaliy OpraHu3Ma TPU BO3IEHUCTBUU BHEITHUX (haK-
TOPOB OKpYKalOIIeil cpelbl M U3MEHEHUN BHYTPEHHETO
COCTOSTHUST OPTaHOB M cUcTeM opraHu3ma. Kak 6eccumr-
TOMHAsl TUTIEPYPUKEMUSI, TaK M ToJarpa TEeCHO CBSI-
3aHBI ¢ WHCYJIMHOPE3UCTEHTHOCThIO U MEeTabOIMIeCKUM
cuHapomoM. [lo manusiM P.H. Desseinetal u coasrt.
(2000) [22], TuniepuHCYTMHEMUST HabmomaeTcs y 95% nuix
¢ TIoAarpoi, MeTaboTNIeCKUi CMHIPOM —y 76%.

Ponb BocmazieHust TIpyu MeTabOIMYECKOM CUHIPOME
Jl0OKa3aHa pPa3IuIHBIMU MCCIeIOoBaHUSIMU. BbICOKMit
ypoBeHb C-peakTUBHOTO Oesika 1 (hMOprHOTreHa CBSI3aHbI
C BO3pacTaHUEM pHUCKA Pa3BUTUSI OCTPON KOPOHAPHOW
oonesnnm [23].

B Hacrosiiiiee BpeMsl MCCIeNOBATeNd BBIACSIOT PSIT
KOMITOHEHTOB, BXOMSIIIMX B COCTaB METabOJMYECKOTO
CUHIPOMAa M CBSI3aHHBIX C TTOBBIIIEHHBIM PHCKOM pas3-

BUTHUSI CEPIEYHO-COCYIUCTHIX 3a00JeBaHUI: a0aOMU-
HaJIbHO-BUCIIEPATBHOE  OXWPEHWE,  WHCYJIMHOPE3U-
CTEHTHOCTb W TUMEPUHCYJTUHEMUS, JAUCTUTTHICMUSI,

apTepuayibHasl TUTIEPTeH3UsI, OXXUpEeHUe, PaHHU aTepo-
CKJIepo3/uileMuieckast 601e3Hb cepiia, BbICOKash akKTUB-
HOCTH COCYIVCTOTO BOCTIAJICHWSI, HapyIlleHUe B CHUCTEMe
reMocTasa, TUIIepypUKeMUsT W TIofarpa, MUKpPOATbOyMHU-
HypUsl, CTeaTo3 TMeueH!, TUITePTOMOLIMCTENHEMHUSI, TUTIED
C-rientuieMust, JISITUHEMHUSI, YBeJTMIeHUE YPOBHS TJIU-
KUPUPOBAHHOTO T€MOTJIO0MHA, MOJUKKUCTO3 SIMIHUKOB,
CHUHIPOM aITHO? BO CHE, TUTIEPaHIPOTCHUSI.

JunarHo3 mMeTaboJMYecKOro CMHAPOMa MOXET OBbITh
ycTaHOBJIEH B Bo3pacte 10—16 et, eciiu y pebeHKa ecThb
a0OMUHANBHBIN TUM OXUPEHUs (OKPYKHOCTb TaJluK
oosee 90-ro mepreHTWISI) M 2 JIOOBIX KOMITOHEHTA
W3  HWXKENEePEYMCICHHBIX:  TUMEePTPUTIULIEPUACMUST
(ypoBeHb TpUTIUlepuaoB >1,7 MMOJIb/IT), CHUXKEHHbBII
YPOBEHBb XOJIECTEPUHA JIMTIONPOTEUIOB BBICOKOU TIIOT-
Hoctu (<1,03 MMoJIb/J1), MOBBIIIEHHOE apTepUATbHOE
JaBJicHWe, TIOBBIIICHHBI YPOBEHb TJIIOKO3bI B KPOBU
(HaTomak >5,6 MMOJIb/J) WIM paHee YCTaHOBJIEHHBIN
JIMarHo3 caxapHoro auadeTa 2-ro Tura (Ha OCHOBE KpU-
TepreB MeTabOJMIECKOTO CHHIPOMA Y B3POCIBIX, pa3-
pabotaHHBIX MexayHapoaHoil auabernuyeckon dene-
paumeir (IDF) B 2005 . 1 amanTupoBaHHBIX IJIs JeTeit
u onpocTtkoB B 2007 ) [24]. CornacHo kputepusiMm IDF
MeTabOJIMIECKUN CUHAPOM He (OpMUpPYETCsT B BO3pacTe
6—10 7eT; MOXHO TOBOPUTH TOJBKO O TPYIIIE PHUCKa,
TaK KaK TTOCTAaHOBKA IMAarHO3a B 3TOM BO3pacTe He OTpaB-
nmaHa. JlmarHo3 MeTaboIMIecKoro CHHAPOMa B BO3pacTe
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crapire 16 J1eT MoXeT ObITh YCTAHOBIIEH TIPU UCITOTh30-
BaHUU KPUTEPHMEB MJIST B3pOCHBIX. BEIsSIBIEHME apTepu-
aJTbHOM TUTEPTEH3UU JODKHO TMPOBOIUTHCS C YIETOM
peKOMeHaIunii 3KCIepToB Bcepoccuiickoro HayaHOTO
0011IecTBa KapANOJOTOB M ACCOLIMALINY JETCKUX Kapanuo-
soroB Poccun (2016) [25].

JleueHne MeTabOIMUECKOTO CUHIPOMA MOXKET BKITIO-
yaTh KakK (hapMaKoJIOTMUeCKue, TaKk U HedapMaKoo-
IrMYecKre CpelcTBa, HO TMPHW 3TOM OCHOBHAs 3amadya —
BBIPaOOTKA HOBBIX JOJTOBPEMEHHBIX HABBIKOB MTHUIIIEBOTO
MOBeJACHUS U (PU3NYECKON aKTUBHOCTH, a TAKKe (POPMU-
poBaHMe MPaBUJIBHOTO 00pa3a JXU3HU MallieHTa ¢ OXKU-
pEHMEM, YTO CIYXKHUT 3aJIOTOM OTCYTCTBUSI PELIMIUBOB
3a0oJieBanus [26].

BoJbHBIM ¢ OXHMpEeHHEM PeKOMEHIYeTCs COOIoAaTh
YMEPEHHO THUITOKAJIOPUNHYIO JUETY CO CHIDKEHHBIM
KOJIMYECTBOM XUPOB B TTOTpebisgsemoit mumm 1o 20—30%
U TIOBBIIIICHUEM A0 yriaeBonoB 1o 50—60%, comepxka-
IIUXCS B OBOIIAX M (PpyKTaxX, KOTOPHBIE CITOCOOCTBYIOT
YMEHBIIEHUIO MAacChl Tejla, MOBBIIICHUIO YyBCTBUTEIb-
HOCTU TKaHeW K WHCYJIMHY, HOPMaJIU3alUu JTUTTUIHOTO
cocTaBa KpOBU M CHUKEHUIO apTepHaIbHOTO JaBJIeHUS.
Bce nuieBble orpaHUYeHUS TTAllMEeHTa JOJIKHBI pacipo-
CTpaHSIThCS Ha BCIO ero cemblo. Heobxommmo croenath
OJIM3KUX He TACCUBHBIMU HaOMIOmaTeNsIMU, a eINHO-
MBIIIUIEHHUKAMW U aKTUBHBIMU YYaCTHUKAMU TIpoliecca
noxyneHust nauueHra. [Ipu MeTaboanyeckoM CUHIpPOME
JUETOJIOTMUECKE MEpPONPUATHUS JODKHBI  COCTOSIThH
M3 COBOKYITHOCTHM 3 HaIpaBJeHWI: TUTTOIUTTHAEMUYE-
CKO€, TUTTOTEH3UBHOE, TUTIOTIMKEMUYECKOE.

OCOOEHHOCTIMU ~ TUTOJUMMUIEMUYECKON  TUETHI
SIBJIIETCSI  CHIMDKEHWE YPOBHSI  YIOTPEeOJCHUS  TPO-
JIYKTOB, COMEPXKAIIIUX XOJECTePUH, HACBIIIIEHHBIE KUPHI,
BKJTIOYEHUE B pallMOH KJIETYATKU W aHTUOKCUIAHTOB.
CHuxeHue ypoBHsT xoyiectepuHa (meHee 300 mr/cyr
Ha mepBoM 3Tarie, 3aTeM MeHee 200 Mr/cyT Ha BTOpOM
9Tare) JOCTUTAeTCs 3a CUeT YMEHBIIEHUST YIOTpeO-
JIEHUST KUPHBIX COPTOB ChIpa, MoJIoKa (KUpHOCTH 2,5%
U BBIIIE), CMeTaHbl (3KUPHOCTH BbIlIe 10%), CTMBOYHOTO
Macjia, TSDKeJTbIX MaprapMHOB, MaiioHe3a, cajla, Msica
VTKHU, TYCSI, KOXU KYPHUIIBI, SUIHOTO XEITKa, CalsIMU,
Msca C BUIMMBIM XXHPOM, TI€4eHU, MO3ra W IOYeK
KUBOTHBIX. KJileTuaTka SIBIISIETCS TPOMYKTOM, COAEp-
SKAIllUM BOJIOKHA, KOTOpbIE Yepe3 YCUJIEHHE SKCKPELIUH
C KaJIoM HEUTpaJIbHBbIX CT€ApUHOB YMEPEHHO CHIXAIOT
VpOBeHb XOJieCTepMHa. B NeHb clieayeT YIoOTpeOIsITh
25 T KJIeTYaTKM, KOTOpasi CONEPKUTCS B XJiebe U3 MyKH
rpyboro romoJia, oBca, 6000BbIX (ropox, ¢acojb, yeue-
BMIIA), KamycTe, peauce, CBEXUX OTypliax, MOMUIOPAX,
KabauykaxX U B HEKOTOPBIX BUAAaX (PYKTOB U STOJ (AIeTb-
CUHBI, 3¢MJITHUKA, MaJTHA).

Tunorensusnass muwera. CHIDKeHHE TTOTPeOICHUS
MOBapeHHO comu M0 4 T CMoCOOCTBYET CHUXEHUIO
apTepuaJbHOTO JaBJIeHUs Y OOJBHBIX C apTepUaTbHOMN
rUTiepTeH3neil. PekoMeHmIoBaHO yMoTpebaecHUe Kaaust
M MarHusl, UCTOYHUKAMU KOTOPBIX SIBIISTIOTCSI TOMAThI,
YepPHOCIIUB, alleIbCUHBI, Kypara, 6000BEbIe.

B MOMOLLIb TPAKTUHYECKOMY BPAYY

Tunormukemuyeckas auera. bosbilioe 3HaueHUe TpU-
aeTcsl TakK Ha3blBAEMOMY TJIMKEMUYECKOMY WHACKCY
YIJIEBO/IOB, T.€. UX CITOCOOHOCTH TIOBBIIIATH COJEPXKAHUE
IJIIOKO3bl B KPOBU IO CPABHEHMIO C CaMOM IIIOKO30M,
MIMKEMUYECKUN MHAEKC KoTtopoit nmpuHT 3a 100). Tak,
dpaniysckuit fuetosor M. MoHTuHbsik (2007) o aTomy
MPU3HAKY pa3lesiii BCe YIJIEBOMIbI Ha «Xopouiue» (Tiu-
KeMuuyeckuit nHaekc meHee 50) U «maoxue» (C TvKe-
MUuYeckuM uHaekcoM Oojiee 50). CiioxXHbIe YIIeBOIbI
B palmoHe OOJIbHBIX C OXXUPEHUEM JOJIKHBI OBITH TIPeI-
CTaBJICHBI B OCHOBHOM IPOIYKTaMU ¢ HU3KUM TJIMKEMU-
YecKMM MHIEeKCOM (KarmycTa, rpubbl, 6000BBIE, OTYpIIbI,
TMIOMMIOPHI, CBeXWe (MPYKThI, TpeuHeBass W OBCSHas
Kamu 1 ap.). OrpaHuumMBarwTCs KapTtodeiab, MOPKOBb,
CBeKJIa, He PEKOMEHIYIOTCS MaHHas M pHUCOBasi KalllW.
KenaTtenbHO UCITOIB30BaTh XJIeO C OTPYOSIMM.

Co0:toneHue 1ueTbl HEOOXOAUMO COYETaTh C YBEIU-
yeHreM (usndeckoil akTuBHOCTU. CTaHAapTHBIE PEKO-
MEHIALNU 10 (PU3NYECKUM Harpy3kaM — 3TO MUHUMYM
(cymmapHo) (dusnmyeckoil aKTUBHOCTH  YMEpPEHHOM
WHTEHCUBHOCTH exemnHeBHO. CoxpaHEHUIO pexXuMma
Gu3nMIecKoii aKTMBHOCTU MOXET TOMOYb BKITIOYEHHE
MHoOXecTBa KOpoTkux (10—15 MMH) TeproaoB aKTHB-
HocTu (ObIcTpasi xonpba). B cBoOOmHOE Bpems clieayeT
un30eratb MacCUBHOTO OTAbIXa (MMPOCMOTP TeJIeBU30pa,
KOMTIIBIOTEPHBIE UTPHI), B paCIUCaHUU THSI HEOOXOIMMO
BBIICJIUTH BpeMs TSI CHUCTEMATUYECKUX (PUBMIECKUX
yrnpaxHeHuit (OblcTpass Xxonpba, IJIaBaHMWE, KaTaHHWeE
Ha JIbIKax, Oer, MPbDKKM, UTpa B TOJb(®, BEJTOHATPY3KH,
KOMaHIHbIe BUABI criopta). Llenb maHHOU Tepamuu —
MEeIJICHHOE CHUXKEHME Macchl Teja, He Oojee 10%
OT UCXOAHOW B TeyeHue | roa B OTCYTCTBUE TTOBTOPHOTO
Habopa MaccHI.

MeaukaMeHTO3Hast Tepamust OXWUPEHUs Yy HAeTeid
orpaHnueHa. ENMHCTBEHHBIN TIpernapat, pa3pelieHHbI
IIJIST JIEYEHMST OKUPEHMST Y eTelt cTapiie 12 jeT B Mupe
u Poccuiickoit @enepannu, — 310 opauctat [27]. Opau-
CcTaT — WHTUOUTOP XKETYTOYHON M TMaHKpeaTUIeCKOu
JITIa3, KOTOPbIE YYaCTBYIOT B TUIPOJIN3€E TPUTIIULIEPUIOB
1 HEOOXOIMMBI TSI BCACBIBAHUST SKUPOB B TOHKOM KUIITKE.
B pesynbraTe nmeiicTBUsSI Tiperapara HapyllaeTcs pac-
HIETJICHWEe TTMIIEeBBIX KUPOB M YMEHBIIAETCS UX BCACHI-
BaHue. [Tocae oTMeHBI MpenapaTa ero JeiicTBUe ObICTPO
MpeKpallaeTcs, a aKTUBHOCTD JIWTAa3 BOCCTAHABIMBACTCSI.
DddeKTUBHOCTL OpIMcTaTa B KOMIUICKCHOI Teparuun
OXUPEHUsT y TOAPOCTKOB OlLleHeHa B KOHTPOJUPYEMBIX
KJIMHWYECKUX uccaenoBaHusix. CorjacHO JaHHBIM
pabotaMm, cpefHsisi JMHAMWKAa MacChl Teja B TpyIIe
opaucrata coctaBwia ot +0,53 kr (12 mec Tepanuwu,
12 Mec HabmoaeHus, 539 moapocTKoB), 10 —6,9 KT (6 Mec
Tepanun, 60 maureHToB) [28, 29]. OpaucraT Ha3HAYaeTCS
no 1 xancyne (120 Mr) mepen OCHOBHBIMU TIpUeMaMu
AT, MaKCUMajbHas CYTOYHAs J103a cocTaBisieT 360
mr (1o 1 xarncyne 3 paza B ieHb). JUTMTeTbHOCTD JIeYeHUST
MOET COCTaBJISATh OT 3 10 12 Mec; Tpy Ha3HAYEHUM TIpe-
napata 6osee 3 Mec K Tepanuu peKOMEHI0BAaHO 100aB-
JISTh TIOJMBUTAMUHHBIE KOMILJIEKCHI, YYUTBHIBAsT BO3-
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MOXHBI PUCK CHIZKEHUST YPOBHSI KMUPOPACTBOPUMBIX
BUTAMUHOB B CHIBOPOTKE KpoBH. [IpnMmeHeHne MeThop-
MMHA B MeAUaTPUIECKOM TPYIIe pa3pelieHo s Maiu-
eHToB ctapiie 10 JleT ¢ yCTaHOBJIEHHBIM JMarHO30M
caxapHoro auabera 2-ro tumna [30]. Wcnonb3oBaHue
MperapaToB OKTPEOTHIa, JIENTWHA, TOPMOHA poOCTa
OrpaHMYEHO paMKaMU KIMHUYECKWX W HAyUYHBIX HUCCIIe-
JIOBAaHUI M HE MOXKET OBITh PEKOMEHIOBAHO JUIsT O0IIei
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Mcnosb30BaHue rUNepTOHMYECKOro PACTBOPA MOPCKO# BOJIbI C 3KCTPAKTOM OYypbIX
BojopocJeil Ascophillum nodosum B Tepanuu 0CTPOro pUHOCUHYCUTA

O.A. luzuneep

MeauumHckmin nHeTuTyT PrAOY BO «Poccuiickuii yHuBepcuteT apyxobl Hapoaos», Mocksa, Poccus

Hypertonic seawater solution with brown algae extract Ascophillum nodosum
in the treatment of acute rhinosinusitis

O.A. Gizinger

Medical Institute, RUDN University, Moscow, Russia

IIpencraieHbl JaHHbIE 0 COBPEMEHHBIX MOAX0AAX K BONPOCAM MOIY/ISAINH KJIETOYHBIX ()AKTOPOB BPOXKIEHHOTO MMMYHUTETA, (hak-
TOPOB OKHUCJIMTEILHOIO CTPecca NPH UCTIOJIb30BAHNU TUTIEPTOHMYECKOTO PACTBOPA MOPCKOIi BOJIbI € IKCTPAKTOM OYPbIX BOAOPOCJIei
Ascophillum nodosum (conepxxaunue NaCl 15 r/i1) y nauueHToB ¢ 0CTPbIM PUHOCHHYCHTOM.

XapakTepucTuka JaeTeil 1 MeToabl uccienoanus. Oocaenosannl 102 pedeHka B Bo3pacte oT 5 10 8 JieT, B aHAMHe3e KOTOPBIX
3aperucTpUpoBaHoO GoJiee 5 IMU30/10B OCTPOro PUHOCHHYCHTA B roji. OleHNBAIM KOJINYECTBEHHBINH M KAYeCTBEHHbII COCTAB HEHTPO-
(buIBHBIX rPAHYIONUTOB B CMBIBAX CO CJAM3UCTON 000JI0YKHM MOJOCTH HOCA, MPOAYKIMIO AKTUBHBIX ()OPM KHCJIOPOAA HEHTPO(MIb-
HBIMHU IPAHYJIOIUTAMH, COAEPAKAHME MPOTYKTOB NEPEKUCHOTO OKUCIIEHHS JIUMUIO0B, ()ePMEHTOB AHTHOKCHIAHTHOI CHCTEMBI — Cynep-
OKCHZIUCMYTA3bl ¥ KATAJIAa3bl B HA3AIbHBIX CMbIBAX.

Pe3yabrarbl. YCTaHOBJIEHO, YTO NPUMEHEHNE HA3AIBHOTO Crpesi TMIEPTOHNYECKOTO PACTBOPA MOPCKOM BOJIbI C IKCTPAKTOM OYypPbIX
Bonopocueii Ascophillum nodosum mo3BoJisieT HOPMAIN30BATh KJIMHMYECKYI0 KAPTHHY, YMEHBIIUTh KOJIUYECTBO PEIUIANBOB, BOC-
CTaHOBUTb (DYHKIMOHAJIBLHO-META00IMYECKHIi CTATYC HEATPOGHIOB MOBEPXHOCTH CJIM3UCTOH 000JI0YKHM MOJOCTH HOCA, BOCCTA-
HOBUTH 0ajaHC (akTOPOB MEPEKHCHOTO OKUCJIEHUs JUMUIO0B, (DePMEHTOB AHTUOKCHIAHTHOW CHCTEMbI — CYNEPOKCHIIMCMYTAa3bl
W Karajasbl.

Karouesvte caosa: demu, puHOCUHYCUM, 8PONCOCHHBII UMMYHUMEM, OKCUOAMUBHbLI CMpecc, 2UNepMOHUMeCKUil pacmeop MopCKoll
600bL, sKCcmpakm Oypuix eodopocaeil Ascophillum nodosum.

Ana untuposanuns: mavHrep O.A. Vicnonb3oBaHuWe runepToOHNYECKOro pacTBopa MOPCKON BOAbl C 3KCTPAKTOM OYypbix BOAOPOCAEN
Ascophillum nodosum B Tepanun ocTporo puHocuHycuta. Poc BecTH nepuHaron v neamatp 2020; 65:(2): 133-140. DOI: 10.21508/1027—-
4065-2020-65-2-133-140

The article presents modern approaches to the modulation of cellular factors of innate immunity, oxidative stress factors when using
a hypertonic seawater solution with Ascophillum nodosum brown algae extract (NaCl 15 g/1) in patients with acute rhinosinusitis.
Characteristics of the children and research methods. The authors examined 102 children aged from 5 to 8 years, with a history
of more than 5 episodes of acute rhinosinusitis per year. We evaluated the quantitative and qualitative composition of neutrophilic
granulocytes in washes from the mucous membrane of the nasal cavity, the production of reactive oxygen species (ROS) by neu-
trophilic granulocytes, the content of lipid peroxidation products, enzymes of the antioxidant system — superoxide dismutase and
catalase in nasal washes.

Results. The authors found that the nasal spray of a hypertonic seawater solution with Ascophillum nodosum brown algae extract
helps to normalize clinical picture, reduce number of relapses, restore functional and metabolic status of neutrophils of the nasal
mucosa surface, restore balance of lipid peroxidation factors, antioxidant sustem enzymes — superoxide dismutase and catalase.

Key words: children, rhinosinusitis, innate immunity, oxidative stress, hypertonic seawater solution, Ascophillum nodosum brown sea-
weed extract.

For citation: Gizinger O.A. Hypertonic seawater solution with brown algae extract Ascophillum nodosum in the treatment of acute rhinosinusitis.
Ros Vestn Perinatol i Pediatr 2020; 65:(2): 133-140 (in Russ). DOI: 10.21508/1027-4065-2020-65-2-133-140

Baxmoﬁ COCTaBJISIIONIC Teparnuyd PUHOCUHYCUTA
SIBJISIETCS] OUMIIIEHUE CJIM3UCTON 000JI0UKU MOJOCTU
HOCa M OKOJIOHOCOBBIX Ta3yx OT ITaTOTEHOB, HaJW4ue
KOTOPBIX YCUJIMBAET OKWCIUTENbHBIN CTpecc, yrHeTaeT
¢akTOphl MECTHO aHTUMUKPOOHOU 3amuThl. OCcoOyIO
aKTyaJlbHOCTh JaHHBIN TpoliecC MpUoOpeTaeT B CBSI3U
C U3MEHEHHWEM BUPYJICHTHOCTHM TaTOT€HOB, POCTOM WX
aHTUOMOTHUKOYCTOMYMBOCTH,  pa3BUTUEM  TUCOMOTH-
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yeckux HapyiieHuit [1]. Paznuunbie ¢hopMbl pUHOCH-
HyCHMTa BCTpevaloTcst B cpeaHeM y 15% nHacenenwmst [2].
BoabmMHCTBO HaydyHBIX cTaTell M KIMHWUYECKUX PEKO-
MEHIAlMI CBUIETENbCTBYET O 0OJiee BBICOKOM YPOBHE
3a00JIeBaEMOCTH OCTPbIM PUHOCUHYCUTOM Y JIETEi, roce-
IIAIOIIMX OPraHW30BaHHbBIE JETCKUE KOJUIEKTUBHI [2, 3].
VY Takux ngereil BCTpevyaroTCs BTOPUYHBIE OCIIOXHEHUS,
CHUXEHUE COILIMAJbHOrO, afarnTallMOHHOTO ITOTeH-
muana [4]. CrekTp BBISIBISIEMbIX TPU PUHOCUHYCHUTAX
MUCHYHKIIMI 3aTparuBaeT BaXKHbIE 3BE€HbSI TOMEOCTATH -
YeCcKOro peryJMpoBaHMs: HapylleHUue KOJUYeCTBEHHOTO
cocTaBa M MOTeHIMaNa HERTPOMUIBHBIX TPAHYJIOLIUTOB,
¢dopMUpOBaHKWE OKHCIUTEIBHOTO CTpecca Ha IMOBEpX-
HOCTHM CJIM3UCTBIX 000JI0UYEeK MyTeM HapylieHUus (hyHK-
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IIMOHUPOBAHUSI KITIOYEBBIX MEIMATOPOB MPO/aHTUOKCH-
ITAaHTHOW CUCTEMHI [5].

ConeBble pacTBOPbl MOPCKOW BOJbI TUIIEPTOHU-
YeCKOM KOHIIEHTPAIlUW BXOIST B OOJIBIIMHCTBO CXEM
JiedeHus1 3a00JieBaHUN CIU3UCTON O0OJOUKM TMOJIOCTH
HOCa M OKOJIOHOCOBBIX IMa3yX, pa3padOTaHHBIX MeIU-
nuHckumu coobmectBamu EPOS, ARIA, European
Position Paperon Rhinosinusitis and Nasal Polyps [6, 7].
A. Talbot u coaBrt. [8] B 1997 1. mpogeMOHCTpUpPOBAIH,
YTO BO37eiicTBUE rumnepToHndYeckKuM pactBopom NaCl
yJydiiaeT MyKoUMJuapHbiii kiaupeHc. D. Rabago
U CcoaBT. [9] BBISIBUIM TMpeuMYyIIecTBa 6-MeCIIYHOTO
MPUMEHEHUSI TUIIEPTOHUYECKOTO COJIEBOTO pacTBOpa
MpU JICYEHUU XPOHUYECKUX CUHYCUTOB. Pe3ynbraThl
KokpeitHoBckoro  mertaaHanu3a,  IpeiCTaBICHHbIE
B pabore R. Jarvey u coaBr. [10], kak pa3 mokasaju rnpe-
MMYIIECTBA TUTIEPTOHUYECKUX PACTBOPOB MPH JICUCHU U
cuHycuToB. JlaHHBIE  TIpeuMMYyIIecTBa  OCHOBaHbI
Ha MeXaHU3Me JeUCTBUS TUTIEPTOHNYECKUX PACTBOPOB,
MpU KOTOPOM TIPOMCXOAUT OBbICTpasi MOOMIM3ALIUS
SHIOTEHHON KXMIKOCTU C YBEJIWYEHUEM BHYTPHUCO-
CYIMCTOTO 00beMa, B pe3yjbTaTe Yero YMEHbIIAITCs
otek M BocmnajeHue. [okazaH 3¢ @eKT TUMepTOHU-
YeCKHUX pPAcCTBOPOB B BUIE YMEHbBIIEHUSI DKCIIPECCUM
Oenka L-cenekTrHa HEHTPOMPUIBHBIMYU TPAHYJIOLIUTAMU
K KJIETKaM 3HIOTEUsS, TPOAYKIIMNA XeMOATTPaAKTaHTOB,
B 4YaCTHOCTM WHTepJeiikuHa-8, KomroHeHToB C3a
n C5a cucTeMbl KOMIUJIEMEHTa, YTHETeHNE [IUTOTOKCUY -
HoctH (paromutos [11].

B Poccuiickoit deaepauny Ajist Je4eHUST OCTPOTO
PUHOCUHYCUTA TIPUHSTO WCITOJb30BaHUE WPPUTALIM-
OHHOI, AaHTUMUKPOOHOW, MYKOJUTHUUYECKOU, TIpo-
TuBOOTeYHO! Tepanuu [12]. Cpeau BUIOB uppura-
IIMOHHOW TEeparMu M3BECTHA TEXHOJOTUSI «HOCOBOW
IyII» C MCMOJb30BaHWEM WM30- U TUIEPTOHUYECKUX
pactBopoB [13]. Takass TexHoJioTUSI BOCTpeOOBaHA
KaK B MOHO-, TaK U COYETAHHOU Tepanuu CUHYCUTOB,
MOCKOJIBKY MCIIOJIb30BaHUE aHTUOAKTepUaJbHBIX TIpe-
rnmapaTtoB, ¢ OJHOW CTOpPOHBI, MOXeT (OopMUPOBATh
JIEKapCTBEHHYIO YCTOMYMBOCTD, a C APYTrOil, TPUBOIUT
K TM0e CUMOMOHTHBIX OaKTepuil, nucOM03y, CHUXAs
€CTECTBEHHYIO 3alllUTy OpTaHM3Ma M Tpeapacriojiaras
K MerabosuyeckuMm HapyumieHusim. [locienctBust
HepalMoHAJIbHONW aHTUOMOTUKOTEpanuu Haubosee
HeOJIaronpusiTHBI B IETCKOM BOo3pacTe Ha 3Ttame ¢Gop-
MUpoBaHUSI MUKpoOuoma. [lapamokc 3akjrodaercs
B TOM, UTO B HOpPME B OKOJIOHOCOBBIX Tasyxax Oak-
Tepuil comepXUTCcs aaxe 0oJblie (Kak B aOCOJIOTHOM
BBIpaXXEHUU, TaK U IO YHUCITYy BUIOB), YeM Yy Mal[eHTOB
¢ pyHOocuHycuTOoM. Bo3dMoxxHO, 6anaHC CMMOMOHTHO
MUKpodJIOpbl 00ecreynBaeT MECTHYH KOJOHU3aIlu-
OHHYIO PE3MCTEHTHOCTb, TIPETSTCTBYS aAre3uu 00Ju-
raTHbeIX naTtoreHoB [14]. JlaHHBIN (aKT MOATBEPXKIECH
pesynbratamu uccienoBanus A. Maxfield u coaBr. [15]
npu yvyactuu 1574 mauveHTOB, Y KOTOPBIX MpPUEM
AHTUMUKPOOHBIX TIperapaToB MPUBOAWUI K IBYKpaT-
HOMY YBEJIMYEHUIO pPHUCKAa TMOBTOPHOTO BO3HUKHO-

B MOMOLLIb TPAKTUHYECKOMY BPAYY

BEHUST PUHOCUHYCHUTA W YXYAIIEHUIO KauyecTBa XU3HU.
ExeromHoe mosiBJieHUe Ha pbIHKE (hapMalleBTUYECKUX
MpeTnapaToB HOBBIX CPEACTB UPPUTALIMOHHON Teparuu
TpebyeT TIpOBeIeHUsT THIATEIbHO CIIJITAaHUPOBAHHBIX
WCCJIeIOBAHUM,  PETUCTPUPYIOIIMX  KIMHUYECKOE
COCTOSIHUE TIallMeHTOB, aHaJIN3 UMMYHHBIX (PaKTOPOB,
OUOXMMUYECKYIO PEaKTUBHOCTh CIM3UCTBIX 000J09eK
TTOJIOCTH HOCA U OKOJIOHOCOBBIX TTa3yX J0 U TTOCJIe TIPH-
MEHEeHUs TIperapara.

CpenctBo ISl OpOIIEHUsT TIOJIOCTH HOca AKBaJIop
ITporekT® MOXHO paccMaTpuBaTh KaK WHHOBALMOHHOE,
IMOCKOJIBKY B €ro cocTaBe, MOMHUMO TPaIUIIMOHHBIX
KOMITOHEHTOB — MOPCKOW M OYWIIEHHOI BOIBI, COMEpP-
xurces 0,1% skerpakT Oypbix Bomopocieit (Ascophillum
nodosum). Bxopsiune B cOCTaB pacTUTEIBHOTO KOM-
TJieKca OMOJIOTMUECKN aKTUBHBIE BEIECTBA MPU3BAaHBI
obecrieynBaTh MOIyJMpyollee AeiicTBUe Ha (haKTOPbI
JIOKAJIbHOW aHTUMMKPOOHOW 3alllATHI, JMKBUAMPOBATDH
TTOCJIC/ICTBUST  OKUCJIMTEIBHOTO CTpecca, BO3HUKIIETO
Ha (hoHe OaKTepruaJTbHOTO 00CEMEHEHUs CIU3UCTOI 000-
JIOUKM.

Ienp wuccaenoBaHua: wu3ydeHUE KIMHUKO-UMMY-
HoJiorm4yeckoit 3¢h¢GeKTUBHOCTA Tipernapara AKBajop
ITporekt® (comepxkanue NaCl 15 r/i1) B KOMIUIEKCHOM
JIEYEHUH OCTPBIX pPUHOCHHYCUTOB Y IETEH.

XapakTtepucTtuka petei U MeToAbl UCCNeaoBaHUS

Ilon HabmonenneM Haxomwinch 102 pebeHKa B BO3-
pacte oT 5 mo 8 ner (cpemHuii Bodpact 4*1,75 rona),
B aHaMHe3¢ KOTOPBIX B T€UEHME TO/Ia 3aPETUCTPUPOBAHO
0osiee 5 aMM30/10B OCTPOro puHocuHycuTta. OT poauTesnei
JIAHHBIX JeTel WU MX 3aKOHHBIX MpeACcTaBUTeNeH ObUIO
MOJy4eHO THMChbMEHHOE WH(MOPMUPOBAHHOE COTJIacHe
Ha yJacThe B MCCIIEAOBAaHWM B COOTBETCTBUU C TIpUKa-
3aMu M3 P® Ne 266 ot 19.07.03 . u Poc3apaBHanzopa
Ne 2325-TIp/06 ot 17.10.06 . JIo Havaa Jled4eHUs] ObLTH
MpOBeIeHbI CcOOp Kajaob, SHAOCKOMUYECKOe HCCle-
noBanue Hoca (Happersberger Otopront), peHTreHO-
rpadust OKOJOHOCOBBIX Ma3yx. M3 ucciaenoBaHust ObLTH
WCKJTIOYEHBI TTAIIMEHTHI ¢ MOKA3aHUSIMU K Ha3HAYeHUIO
CHCTEMHOW aHTMOAKTepHAbHOM Tepanmuu, ¢ COMaTH-
YeCKUMHM 3a00JIeBaHUSIMU B CTaAuU JIEKOMITEHCAIIUH,
C YCTaHOBJIEHHBIMU TIEPBUYHBIMU 1 BTOPUYHBIMUA UMMY~-
HOIEe(PUIIUTHBIMUA COCTOSTHUSIMUA.

IManmeHTs! OBLTM pa3fesieHbl Ha TPYIIIbL: 1-51 Tpynmna
cocTosia M3 52 JeTeil, KOTOPBIM TPOBOIWIOCH OpO-
IIeHre HOoca M HOCOTJIOTKU pacTtBopoM Aksajop I[Ipo-
TeKT® (COITaCHO MHCTPYKLIMK IO TIPUMEHEHUIO Tpera-
para), mocjie 4ero MpUMEHSIA TpernapaT (GpaMHUIETHH
3 pa3a B IleHb MHTpaHa3aJbHO U KapOOLIMCTeWH BHYTPb
0 KYMUPOBaHUSI BOocmajieHusi, HO He Oosiee 10 nmHeil.
C 11-ro mHS HauyMHAJICS BTOPOW BTam Tepalviu, BKITIO-
YaBIIWI TOJIBKO OpPOIIEHWE HOca PacTBOPOM AKBAIOpP
ITporekT® cpokom 1m0 3 Mec. Bo 2-10 rpymnmy Bouum
50 meTeii, COMOCTAaBUMBIX TI0 BO3PACTY, MOJTY, aHAMHECTH -
YeCKUM JJaHHBIM C TlaleHTaMu 1-it rpynmbl. Ha mepBom
9Tare 3TU JETU MOJyJYallid OpOIIeHe HOCa M HOCOTJIOTKU
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Tusuneep 0.A. Vicrionb3oBaHUEe TUTIEPTOHMYECKOTO PACTBOPA MOPCKOM BOJIbI C 5KCTPAKTOM OYpbIX Bogopocieii Ascophillum nodosum...

M30TOHUYECKUM pacTBopoM Hatpus xiopuma (0,9%
NaCl) 2 pa3za B neHb, (ppamMulieTMH 3 pasa B IeHb UHTpa-
Ha3aJIbHO M KapOoluuctenH BHYTpb 10 10 mgHeii. Bropoii
3TaIl Tepalmy HaunmHaycs ¢ 11-To OHSI, BKITIOYAl OpO-
IIeHWe HOCa M30TOHMYECKWM pPACTBOPOM HATPUST XJIO-
puna 1o 3 mec.

OrieHka kano0, 3HAOCKOMUYECKUI OCMOTpP, UMMY-
HOJIOTUYECKHME U OMOXUMUYIECKIE UCCIeIOBAHUS TTPOBE-
nennl Ha 10-i 1 15-i1 qHu HaOmoneHus. Yacrora peru-
JIUBOB MpoaHaIu3upoBaHa yepe3 3 u 6 Mec. MaTepunajiom
CIYXWIIM CMBIBBI CO CIU3UCTOM OOOJOYKU TOJOCTU
Hoca. Pacuer oO1iero oo6bemMa Ha3aJbHOTO CMbIBa OTpe-
IeJIeH TIocje W3MepeHUsl Bcero oObema IOoJyYeHHOM
OT TallMeHTa CMECU W BBIYUTAHUS U3 3TOU BEJIMUMHBI
1,0 M 0,9% NacCl, ¢ yuerom notepu 0,05 Ma 6uomare-
puana. B Ha3albHOM CMBIBe OBUIO TIOACYMTAHO abCO-
mortHoe (10°/MJ) KOIMYeCTBO HEHUTPOMUILHBIX TIpa-
HYJIOLIUTOB — KJIETOK TEPBOM JIMHUM aHTUMUKPOOHO
3amuThl [16]. g aHann3a ¢arouTapHoOil aKTUBHOCTH
HCTIOJb30BaH TECT ¢ MOHOMEPHBIM TMOJUCTUPOIBbHBIM
JIaTeKCOM Y TIOCJIENYIOIIMM  TIOACYETOM TIpOLIeHTa
HEUTPOMDWIBHBIX TPAHYJIOLMTOB, 3aXBAaTUBIIMX XOTSI
Obl omHy uactuiy jgartekca [17]. KucinopoazaBucumbiii
MeTaboIM3M  HEUTPOMPUIBHBIX TIPAHYJOLUTOB  ObLI
U3y4eH B TECTe BOCCTAHOBJIEHMSI HUTPOCUHETO TeTpa-
donust (HCT-tect) B momudukaunu A.H. MasHckoro
un M.E. BukcmaHa, ¢ 1moacyeToM MHTEHCUBHOCTH CITOH-
TaHHOW M WHAOyuMpoBaHHO# naTekcom HCT-pemynu-
pylolieil aKTMBHOCTU HEUTPOMWIBHBIX TPaHYJIOLMTOB.
JI71sT KOHTpOJIST UMMYHOJIOTUYECKUX TToKa3aTeliell ObLITN
WCTOJb30BaHbl Ha3aJbHbIE CMBIBBI 22 YCIOBHO 3110-
POBBIX, COMTOCTABUMBIX TI0 BO3PACTY W MOJTY JeTeil, pOIu-
TeJIW KOTOPBIX Jaju J0OPOBOJIbEHOE MH(POPMUPOBAHHOE
corjiacue Ha yJacTue B UCCJIEIOBAaHUU.

BuoxuMmuueckrie uccieqoBaHUS BKITIOYAIM  OTpe-
IeJleHue  M30MpONaHoN- W TelTaHPacTBOPUMBIX
MEePBUYHBIX,  BTOPMYHBIX, KOHEUHBIX  TPOIYKTOB
MEePEKUCHOTO OKWCIICHUST JTUMTUIO0B. AKTUBHOCTb aHTH-
OKCHUIaHTHOM 3alIUThI U3y4eHa IO YPOBHIO CYTIEPOKCHI-
nucMyTasbl U Katanasbl 1o Merony C. Ueapu («TexHo-
norust-Crannapt», Poccus) [5].

Ilpu cratuctryeckoiri 00pabOTKE  IMOJYyYEHHBIX
JMAHHBIX TIPUMEHSIIM JIMLIEH3MOHHYI0 TIporpamMmy Sta-
tistica 7.0 for Windows. Ompenensiu cpenHee apud-
metudeckoe (M), ommbky cpenHero (m). IlpoBepky
Ha HOPMaJbHOCTh pacrpeleeHnsT KOJIMYECTBEHHBIX
ToKa3artejieil BBITTONHSIIN ¢ MCIOJIb30BaHUEM KPUTEPUST
KommoropoBa—CmupHoOBa. JlOCTOBEpPHOCTh pa3IduMii
MeKIy TpymnraMu CpaBHEHUsI M KOHTPOJISI B OTCYTCTBUE
HOPMAaJbHOTO pacripelieIeHUsT ONpPee/IsuIn C MpUMeHe-
HUEM KpuTepusi MaHHa—YUTHU, CpaBHEHHUE MO JOJSAM
MPOBENeHO C TIoMollblo Z-kputepus. Kpurnueckuii
YPOBEHb 3HAYMMOCTH (p) MpUHST paBHbIM (,05.

Pe3ynbTathl U 06CyXaeHue

Bce BkiOueHHBIE B HUCCICOOBAHUEC TMAIIMCHTHI €TI0
3aKOHYMIIN, BBITIOJTHUB SaHJTaHI/IDOBaHHBIﬁ 00BbeM

JledeOHbIX U JUarHocTuyeckux Meponpusituii. Cobito-
JIeHUe pexxuma MpuMeHeHust cripest AkBaiop [Iporekt®
He BBI3BAJIO 3aTPYIHEHMH y TarmeHToB, B 100% ciydaes
ObLJIO OTMEUYEHO, YTO KOHCTPYKLMS (hlaKOHA U pacCIibl-
JISTIOLLIETO ycTpoiicTBa cripest AkBajiop Ilporekr® ymo6Ha
JUIS IpUMEHeHUs1 y pebeHKa, cujla U TeXHOJOTUs pac-
MBIJICHUS B PEKMMe «Ha3aJbHBIN TYI» TTO3BOJISTIOT OpO-
1ath OOJIBIIYIO TTIOBEPXHOCTb CIM3UCTON O0O0OJIOUKH,
He BBI3BIBasH AUCKOMbOopTa.

AHaMM3 JWHAMUKU CYOBEKTUBHBIX KIMHUIECKUX
MPU3HAKOB 3a00JIeBaHUSI B MPOLIECCE JICUEHUSsT TTOKa3al
caenytoliee: Ha 10-e CyTKM OTMEYasloCh JOCTOBEPHOE
YMEHbIIEHWE Yucia MalMEHTOB C Xajo0aMu Ha Bbljie-
JeHust u3 Hoca y 26 (50,0%)" neteit B 1-i rpynme u'y 15
(30%) — BO 2-i Tpyrme; 3aJI0XEHHOCTh HOCA YMEHb-
mtack — y 31 (59,0%) u 20 (40,0%) nereit B 1-it u 2-i1
rpyIrmax cooTBeTcTBeHHO. Ha 15-if neHb nydinuve Kiu-
HUYeCKHe nmokasarean oTMedeHsl B 1-ii rpynme (p<0,05):
3aJTOKEHHOCTh HOCa coxpaHsiach y 2 (3,8%) maimeHToB,
BBIIEIeHNs U3 Hoca — ¥ 3 (4,2%); Bo 2-if Tpymme 3ajo-
JKeHHOCTh Hoca — y 5 (10%), BbIneieHust U3 Hoca — y 9
(18%) nereit. IuHaMUKa OOBEKTUBHBIX KIMHUYECKUX
npu3HakoB Ha 10-e u 15-e cyTKu 1rokasaja J0CTOBEpHOE
YMEHBIIIEHWE YWCIIa NeTeil ¢ TUIepeMueil M OTEeKOM
CITM3UCTOM O0OOJIOYKM HIDKHUX HOCOBBIX pPaKOBWH
B 1-# rpynme ¢ 52 (100%) no 5 (10%), Bo 2-ii Tpymre —
¢ 50 (100%) no 10 (20 %). BBumy OTCYTCTBUSI TIOJIOXKM-
TEJIbHON JWHAMUKW CUCTeMHasl aHTHOaKTepuaTbHast
Teparusi Oblla HazHayeHa Jumrb 2 (3,8%) mersam u3 1-i
rpynmel 5 (10%) metsiMm w3 2-#1 TPYIITBI, YTO CBUIE-
TEJILCTBYET O JOCTOBEPHBIX TOJOXUTEIBHBIX W3MEHe-
HUSX Y TAIMEHTOB |- TPYIITHI, MOTYYUBIIUX JCUCHUE
¢ MCIOJIb30BaHMeM rpernapara Aksajiop ITporexkt®.

Tlpn usydyeHun s¢deKTopHBIX (GYHKIUNA HEHTpO-
(GWIBHBIX TPaHYJIOIMTOB HA3aIBHBIX CMBIBOB TIO WX
CMOCOOHOCTU MOMIOLIATh MUKpPOchEpPHl Jarekca OblLIo
YCTAHOBJIEHO, 4TO Yy JA€Tell ¢ PUHOCUHYCUTOM HENUTPO-
GwIbHBIE TPaHYJIONWTH HA3aJIBHBIX CMBIBOB WMETU
BBIpaKCHHbBIC HapyIIeHWs KaK TIOTJIOTUTENLHON CIIo-
COOHOCTM (aKTMBHOCTh (haronurosa), Tak M (QYHKIIUU
rnepeBapuBaHusl (MHTEHCUBHOCTH (paronurosa). Hopma-
JI3auus KJIMHUYECKON KapTHUHBI COBIaia ¢ BOCCTAHOB-
JIEeHWEeM aKTUBHOCTU (puc. 1) U MHTEHCUBHOCTHU (haro-
LIUTAPHBIX (YHKIUNA HEUTPODWIBHBIX TPaHYJIOLUTOB
B 1-#1 rpymme (y meteid, MONyYaBIIUX Teparuio Tpera-
parom Aksayiop IIporekT®) B OTCYTCTBHE TOCTOBEPHOI
TTOJIOXKUTETPHOW ~TUHAMUKU (QYHKIWN  TIOTJIOMIEHMS
U TepeBapuBaHusl BO 2-11 Tpyrine (puc. 2).

M3BecTHO, YTO TIOKAa3aTeJiM aKTMBHOCTA W WHTCH-
CUBHOCTM (parouurosa XapakTepu3yloT CIOCOOHOCTb
HEUTPOMDWIBHBIX TPAHYJIOIMTOB K 3aXBaTy W IepeBapu-
BAHUIO Uy>XE€POJHOT0O aHTUreHa. OTCYTCTBUE UX TTOJIOXKU-
TeJIbHOW NMHAMUKMU Y eTelt 2-1 rpynmbl 3a 15-aHEBHbII
MEePUOJ CBUIETEIBCTBYET 00 UCTOLIEHUU alaNTallMOHHO-

3mech 1 aajiee MpOLCHT BBIYMCIEH YCIOBHO, TaK KaK YMCII0 IeTei
MeHble 100.
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MPUCIIOCOOUTEIbHBIX ~ MEXaHU3MOB  HEHUTPODUIBHBIX
IpaHyJOLUUTOB, CHUXEHUU WX aHTUMUKPOOHOTO TOTEH-
1Maja, YTo B UTOTe MOXKET MIPUBECTH K JIOTIOJTHUTEIHbHOM
00CEeMEHEHHOCTH TMOBEPXHOCTU CJIMU3UCTON 00O0JOUKHU
MOJIOCTH  HOCA/OKOJIOHOCOBBIX Ma3yX IaTOreHHBIMU
MUKPOOpPraHU3MaMu, WX TEPCUCTEHLMU M, KakK CJei-
CTBUE, XPOHU3AIMHU TTpollecca.

Hopmanuzauust (pyHKIIMOHAJIBHOTO cTaTyca HeMTpo-
(UIBbHBIX TPAHYJOLMTOB B TPYIIIE ACTEH, MPOJICUSHHBIX
C HCIoNb30BaHMeM Tipernapara Aksajop ITporekT®, cBs-
3aHa C BIUSHUEM aJIbTMHOBBIX KMUCJIOT, JaMUHApaHOB,
(ykonaaHOB, BXOASIINX B COCTaB OypbIX BOJOPOCIEH.
YKka3zaHHble COENMHEHMSI OKa3blBAIOT CTUMYJIUpYOLIee
NeCTBUE Ha KJIeTOYHbIe (haKTOPbl BPOXIECHHOW aHTH-
MUKPOOHOM 3alllMThl, CHUXKasl KOHLEHTPAIWIO TMaTo-
reHos [18, 19].

BuonnnHbie BO3MOXHOCTU HEUTPODUIBHBIX TpaHy-
JIOLMUTOB (AKTUBHOCTB MPOLIECCOB KUCIOPOA3aBUCUMOTO

B MOMOLLIb TPAKTUHYECKOMY BPAYY

MeTabosim3Ma) ObUIM U3YYEHbBI B TECTE BOCCTAHOBIICHMUS
HutpocuHero terpasonus (HCT-tecte). Jlo Hauana
JIeYeHUs] JaHHBIA  TOKa3aTeldb OBUI  JTOCTOBEPHO
MOBBIIIEH B 00EUX CpaBHMUBAeMBIX TIpyIMIax, 4TO CBU-
JETSTLCTBYET O BBIACIEHUN HEUTPOGMWIBHBIMU TpaHy-
JIOIIUTAMU  OOJBIIOTO KOJTMYECTBA BBICOKOAKTUBHBIX
COeMMHEHUIA, CTTOCOOHBIX TTIOBPEXIATh HE TOJBKO TaTo-
TeHBI, TIPUCYTCTBYIOIINE Ha TIOBEPXHOCTU CITU3MCTHIX
Mp¥ BOCITaJIeHUU, HO U MeMOpaHbl UMMYHHBIX M DITHU-
TeTUATBHBIX KJIEeTOK. [Ipy 3TOM ITUTEeNbHOE BO3MEii-
CTBHME aKTUBHBIX (opM Kuciopoma GopMHUpPYeT OKHUC-
JITETBHBIN cTpecc. Ha (oHe CHUXEHUsS KoaudecTBa
MTaTOTEHOB TIOJ BIUSHUEM STUMWHAIIMOHHON Teparmu
npenaparoM Aksajop IIporekr® K 15-my nHIO HaOJO-
JNEHUIA OTMEYeHO BOCCTAHOBJICHWE KUCIOPOM3aBUCH-
MOTO TIOTEHIIMaNa HEUTPOPUIBHBIX TPaHYJIOIUTOB,
Torjga Kak BO 2-# rpymre HopMaliu3alus rnokasaTeneit
HCT-tecra He mpousoiia (puc. 3).

W 1-arpynna 0O 2-arpynna @O KoHTponb

= 30
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[0 neveHunsa

10-7 neHb

15-11 peHb

Puc. 1. AkTuBHOCTb haronuTapHoil (pyHKIUM HEHTPODUILHBIX TPAHYJIOUMTOB HA3AILHOTO CMbIBA Y MALMEH-

TOB C pUHOCHHYCUTOM (M=tm).

Fig. 1. The activity of the phagocytic function of neutrophilic granulocytes nasal washout of patients with

rhinosinusitis (M=xm).

* — CTATHCTHYECKHM 3HAYMMbIE PA3JIMYMs MeXIYy CPaBHMBAeMbIMM NoOKa3artejsiMu B 1-ii rpynne u rpyn-
ne Koutpous (p<0,05), ** — crarucTHYECKH 3HAYMMBIE PA3JIHMYMS MEXKIY CPABHUBAEMBIMH MOKA3aTEISIMU

BO 2-ii rpymie u rpymnime KOHTPOJIsl.

WMi-arpynna O2-arpynna OKoHTponb
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Puc. 2. IntencuBHOCTb (paroumurapHoii pyHKIMN HEATPOPUILHBIX rPAHYJIOUMTOB HA3AJILHOTO CMbIBA Y MA-

LHUEHTOB C pUHOCHHYCUTOM (M=*m) .

Fig. 2. The intensity of the phagocytic function of neutrophilic granulocytes nasal washout of patients with

rhinosinusitis (M=xm).

* — CTATHCTHYECKHM 3HAYMMbIE PA3JIMYMsA MeXIYy CPaBHMBAeMbIMM NoOKa3artejsiMu B 1-ii rpynne u rpyn-
ne Kourpous (p<0,05), ** — craTMCTHYECKH 3HAYMMBIE PA3JIMYMS MEXKIY CPABHUBAEMBIMH MOKA3ATEISIMU

BO 2-Ji rpynme v rpynme KOHTPOJIs.
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Tusuneep 0.A. Vicrionb3oBaHUEe TUTIEPTOHMYECKOTO PACTBOPA MOPCKOM BOJIbI C 5KCTPAKTOM OYpbIX Bogopocieii Ascophillum nodosum...

TakuMm o00pa3oM, OCTPBIA BOCIAJUTEILHBIA IIPO-
1IeCC Ha TMOBEPXHOCTU CJIU3UCTBIX O00O0JIOUEK TMOJIOCTU
HOCa M OKOJIOHOCOBBIX I1a3yX, OOYCJIOBJIEHHBIN TaTO-
TeHHBIMA MMKPOOPTaHW3MaMU, COMPOBOXIAETCS Hapy-
IIEHWEeM TIPOIIECCOB TepeBapyuBaHMUsI (MHTEHCHUBHOCTHU
¢daroimrTosa), ycujieHUEM KHUCIOPOA3aBUCUMOIO MeTa-
0osM3Ma, 4YTO 3acTaBisieT HEeUTpo(UIbHBIE TI'paHYJI0-
LIUTH (DYHKIIMOHUPOBATh «Ha Tpeesie» BO3MOXHOCTEH
U YCYryoJisieT TSKeCTh TaTOJIOTMYECKOro Tpoliecca.
ITocne nedyeHus ¢ ucrnosib30BaHMEM Tpenapara AKBajop
ITporexT® BBIpabOTKAa aKTUBHBIX (DOPM KHCIIOpOIa Heii-
TpoWILHBIMA TPAHYJIOLNTAMU CHIDKACTCS, ITOCTUTAs
HOpMBI Ha 15-1i neHb HaOmoaeHui. B rpyrme, B KoTopoii
JIeueHue TMPOBOJIMUIOCH C MCITOJIb30BAaHUEM M30TOHUYE-
CKOTO pacTBOpa HATPUS XJIOPUIA, BEIPAaOOTKA aKTUBHBIX
¢dopM Kucjaopoma ocTaBajach BBICOKOU, (opMupys
MPEATOCHIIKN ISl JIOKAJIBHOTO aucOagaHca B CUCTEME
MEPEKUCHOTO OKWCIICHUST JUMUIOB M (HaKTOPOB aHTH-
OKCUAAHTHOM 3amIMThl. TakuMm oOpa3oM, >JIMMHWHAIIM-
oHas Teparms rpernapatoM Aksanop ITporekT® cHILKaeT
MOTPEOHOCTh B TUIIEPIPOAYKIIMU TIEPEKUCHBIX COEIM-
HeHMi, GopMUpYs peaoKC-0ataHC Ha TTOBEPXHOCTH CJIM-
3UCTON 0O0JIOUKM MOJIOCTH HOCA.

JIst HOpMaJbHOTO TIPOTEKaHMs IIPOLIECCOB pera-
paluuu CIAM3UCTON OOOJIOUKHM TOJIOCTH HOCa, TMOBPEX-
JIEHHOU MaToreHaMu, HeoOXoanM OajlaHC MeXITy aKTUB-
HBIMM (GopMaMM KHUCJIOPOJa, TeHEepUPYeMbIMU Heil-
TPOPUIBHBIMU TPAHYJOLUMUTAMU, W MX TOTEHIIUAJIBHO
JIeCTPYKTUBHBIM JIEICTBUEM B OTBET Ha OaKTepHalbHOE
obceMeHeHMe, TTOCKOIbKY B TTOPaXKeHHOM 001acTu TIpo-
NCXOOUT o00pa3oBaHWE AaKTUBHBIX (OpPM KHCIIOpOAa,
peaNu3yolnX OaKTEePULIMIHBIA TMOTeHLMal HEeUTpo-
(GUIBbHBIX TPaHYJOLUMTOB. B TO e Bpemsi upe3MepHasi
aKTUBALMSI CBOOOJHOPAZMKAJIBHBIX IIETTHBIX peaKInid
M HaKOIUIEHWEe IIPOAYKTOB TIEPEKUCHOTO OKMWCIICHUS
JIMIIAI0B BBI3BIBAIOT CHUKEHNE OKWCIUTEIBHO-BOC-

© 18 B 1-arpynna [O2-arpynna

16 —
14 £
12
10
8

onNn O

CTAHOBMTEJILHBIX TMpoOlleccOB U cuHTe3a AT® B MUTO-
XOHIPUSIX, HEXBAaTKy JHEPTUU, YTHETeHHWE TJINKOJIN3a,
U3MEeHeHMe OuocuHTe3a OeNIKOB, HapylleHUE CTPYK-
TYpHO-(YHKIIMOHAIBHON  OpraHW3aluu  CIM3HUCTO-
SMUTEINATBLHOTO Oapbepa TIOJIOCTU Hoca. Peryisaums
MPOLIECCOB  CBOOOTHOPAANKAIBHOTO OKHUCIEHUS OCY-
IIECTBIISIETCS MEXaHN3MaMU aHTUOKCHIAHTHOM 3allUThI,
BKJTIOYAIOIIUMK  (DePMEHT, WHAKTUBUPYIOIIUIA CyTie-
POKCU aHUOH-paanKall (CynepoKCcuaaMcmyTasa) u dep-
MEHT, pa3pylIaloliii HeOpraHM4ecKre U OpraHnvYeckKue
nepekucu (kartaiasa).

Jnst u3ydeHust posid TMPOIECCOB aHTUOKCUIAHTHOMN
3aIIUTBI W CBOOOAHOPAAWKAIBHOTO  OKHUCICHUS
Ha TIOBEPXHOCTHM CIIM3UCTHIX O0OJIOYEK ITOJOCTH HOoca
WCClieloBaHAa  KOHLEHTpAlUs TPOMYKTOB  TEePEKUC-
HOTO OKHWCJIEHMSI JIUTMIOB M aKTUBHOCTb (PEepMEHTOB
AHTMOKUCIUTEBHON 3alllUTBl — CYMEPOKCHIINCMY-
Ta3bl U Katajasbl. [Ipr oCTpOM pUHOCUHYCTE BBISIBICHO
MOBBIIIIEHWEe KOHIEHTPAlMU TPOAYKTOB TIEPEKUCHOTO
OKWCJIEHUSI JIUTTUIOB, BBIPAXEHHOE B JOCTOBEPHOM
YBEJIMUEHUW KOHIEHTPAUX TEPBUYHBIX, BTOPUYHBIX
W TPETHYHBIX TPOAYKTOB TEPEKUCHOTO OKHUCICHUS
10 CPaBHEHUIO C MX COAEepKaHMEeM B Ha3aJIbHOM CEKpeTe
B Tpymre KOHTPOJs, YTO TIPSIMO CBMIETENIbCTBYET
0 HAJIMYUM OKCUJATUBHBIX U3MEHEHUI Ha TIOBEPXHOCTH
CIIU3UCTBIX 0000ueK. MexaHu3M (popMUpPOBaHUS TaKHUX
HapyIIeHU TIPOSIBISIETCS PAcCOTJIACOBAHMEM peaKIIvii
AHTMOKCHIAHTHOW 3alUThI, UCTOIIEHUEM 3HIOTEHHBIX
AHTMOKCHUIAHTOB, aKTUBM3aLIME CBOOOIHOPAIN-
KaJbHBIX peakIWii, CJACICTBHEM Yero SIBJSIETCS TTOBBI-
IIEHWE YPOBHS MEPEKUCHOTO OKUCICHUS JIUTTUIOB, TIPU-
BOJISIIIIEE K IECTPYKIIMU OMOJIOTHUYEeCKNX MeMOpaH [35].

Ilpy TpoBeneHUM KOHTPOJBHBIX MCCIIEAOBaHUIA
HOpMaJu3amus TpOLEeCCOB TEePEKUCHOTO OKUCICHUS
U coiepXaHus (PepMEHTOB aHTMOKCHIAHTHOM 3alUTHI
(TIOBBINIIEHNE aKTUBHOCTH KaTajla3bl M CHIKEHUE aKTHB-

O KoHTposnb

* %
-
=

H

[lo neyeHusa

10- neHb

15-11 peHb

Puc. 3. AKTHBHOCTb HEHTPO(WIBLHBIX IPAHYJIOIUTOB HA3AJILHOTO CMBIBA B TECTE BOCCTAHOBJIEHUSI HUTPOCH-
Hero terpa3oyms (HCT-Tecrte) y nanueHToB ¢ puHocunycutom (M=+m).

Fig. 3. The activity of neutrophilic granulocytes of nasal washout in the test for the restoration of Nitro
Blue-Tetrazolium Test (NBT) in patients with rhinosinusitis (1/£m).

* — CTATUCTHYECKH 3HAYMMbIE PA3JIMYMs MEXKIY CPABHUBAEMbIMHM MOKa3areissMud B 1-ii rpymnme u rpyn-
ne KoHTpoas (p<0,05), ** — craTHCTHYECKH 3HAYMMbIE PA3JINYMsI MEXKIY CPABHUBAEMBIMM IMOKA3aTEISIMU

BO 2-ii rpymime u rpymnie KOHTPOJIs.
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B MOMOLLIb TPAKTUHYECKOMY BPAYY
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Puc. 4. AKTUBHOCTH (DePMEHTOB CYNEPOKCHTUCMYTA3BI (@) M KaTaiasbl (0) y NAUMEHTOB ¢ PUHOCUHYCHTOM (Mtm).
Fig. 4. Superoxide dismutase activity (a) and catalase activity (6) in patients with rhinosinusitis (M=tm).

* — CTATHCTHYECKH 3HAYMMbIE PA3JINYMs MEKIY CPABHMBAEMbIMH MOKA3aTeIsIMU B 1-ii rpynme u rpynme KOHT-
poas (p<0,05), ** — cTaTUCTHYECKH 3HAYMMbIE PA3TNYHS MEKIY CPABHUBAEMBIMHU TOKA3aTeISIMH BO 2-ii rpymme
U Tpy1ine KOHTPOJIs.

10

0

JanTensHocTh 3a00aeBAHISA = [pynma 1
EEpynomna 2

Puc. 5. ImuTe IbHOCTH 3MM30/1a OCTPOTO PUHOCHHYCHTA Yy AeTeid rpymnbl 1 u 2 3a 6 MecsueB HAOM0IeHHUS.

Fig. 5. The duration of episode of acute rhinosinusitis in children of groups 1 and 2 during 6 months of observation
regimens.

* — CTATUCTHYECKH 3HAYMMble OTIMYMSA  MeXKIy moKa3aressiMu rpymnbl 1 K nokasaressim rpynmsi 2 (p <0,05).
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Tusuneep 0.A. Vicrionb3oBaHUEe TUTIEPTOHMYECKOTO PACTBOPA MOPCKOM BOJIbI C 5KCTPAKTOM OYpbIX Bogopocieii Ascophillum nodosum...

HOCTHU CYTEPOKCUAINCYTa3bl) 3aPeTUCTPUPOBAHA TOJBKO
y TIAIlMEHTOB, TIPOJICYEHHBIX TpernapatoM AKBaIop
ITporekt® (puc. 4 a, 6). Dro cBUAETENBCTBYET 00 3 PeK-
TUBHOCTH mipenapara Aksaiop I1porekT® Ha sTare mpeo-
JTOJIEHUST TTOCIEACTBUI OKCUIATUBHOTO CTpecca.

BoccraHoBineHue OajlaHca CHUCTEMBI TIEPEKHUCHOE
OKHCJIEHVEe JIMIIUIOB — aHTUOKCUJAHTHas 3alluTa
COBITAJIO C KJIMHUYECKUM BBI3IOPOBJIEHUEM B TPYIIITE
JIeTel, MpOoJIeYeHHBIX ¢ UCTTOMb30BaHreM AkBajop I1po-
TekT®. JlaHHBIN (haKT MO3BOJIMJ YTBEPKIATh, UTO JIMK-
BUIALIMS  TTOCJEICTBUI  OKMCIUTEIBLHOTO  CTpecca,
BO3HUKIIIErO Ha (DOHE HaJIM4Ms MMaTOreHOB M TUIEPIIPO-
IYKUIMU HEUTPOGUIBHBIMA TPAHYJIOLUTAMU aKTUBHBIX
dopM Kuciopona, cBsizaHa KaK ¢ SJMMUHALIMOHHBIMU
MEPONPUSITUSIMU, TaK U C BIMSIHUEM aHTUOKCUAAHTOB
MOJTMMEHONBHOM MPUPOIBI, BXOIAIINX B COCTaB OYPBIX
Bonopocieit [20, 21].

Ha puc. 5 mpencraBieHa KapTWMHA UIMTEIbHOCTH
3a001eBaHUs JIeTeil ¢ OCTPBIMU PUHOCUHYCUTAMU U3
rpyrm 1 1 2 3a 6 MecsIUHbBIM Tiepro HabmoaeHuin. -
TEJTbHOCTh 3a00JIEBAHUST IETeil ¢ OCTPBIMU PUHOCUHYCH -
TaMM M3 TPYMIIBI | coctaBuia 5,6 IH., y AeTeid U3 TPYIITbI
2—8,1 m.

leHTparbHOe MecTO B TIaTOreHe3e PUHOCUHYCUTA
3aHUMAIOT peaklMi BPOXICHHOTO WMMYHHUTETa, pea-
JIU3yeMble HEUTPOMMIBHBIMUA TPaHYJIOLUTAMU C Hapy-
LIEHHBIMU OMOLMIHBIMA BO3MOXHOCTSIMU B YCJIOBMSIX
MTOBBIIIIEHHOTO aHTUTEHHOTO <«IIPECCUHTa» CO CTOPOHBI
naroreHHoi MuKpoddJopbl. JlaHHbBII (hakT 00yCIOBIMBAECT
HEOOXOIMMOCTh TIOMCKA METOIOB TepariK, CHUKAIOIINX
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