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CypdakTanTt — cekpeTHpyeMoe NOBEPXHOCTHO-AKTHBHOE BELIECTBO, MPENSTCTBYIOLIEE CIAJAHHIO CTEHOK AJTbBEOJ 32 CYET CHIKEHUs
MOBEPXHOCTHOTO HATSZKEHHSI HA TPAHAULIE MEXKITY ATbBEOISIPHBIM SNUTETHEM H BO3IyXOM B aJIbBe0IsIpHOM npocTpaHcTBe. [Ipenaparbt
cypdakTanTa cTajiM NepBbIMM M Haubojee BOCTPeOOBAHHBLIMHM MPENAPATAMH B HEOHATONOTMH, CHACIIMMHM JKU3HM MHJIMOHAM
HE/IOHOIIEHHBIX JleTeil. YCnenmHoMy JiedeHui0 Cyp(hakTaHTaMH NPeAmeCTBYIOT MHIMBHIYAJIbHbIA MOIXON M PAHHEEe BbISIBIEHUE
HOBOPOXK/IEHHBIX C CYP(aKTAHTHOI HEZOCTATOYHOCTBIO. OnpesesieHne MOKa3aHMii K NPOBeIeHNI0 CypGaKTAHTHON Tepanuu, BbIOOP
3¢ dexkTHBHOro cnocoda A0CTABKM NMpenapara, noadop COMyTCTBYIONIEH PeCMPATOPHOI MOMAEPKKH — AKTYaJIbHbIEe HANPABJIEHUS
HEOHATOJIOTMH M B HACTOsIee BpeMsi. B craTbe 0TpazkeHbI MCTOPHUS MCIOTb30BAHMS, HOBbIE MOAXOIbI K CYP()AKTAHTHOI Tepanmun
1 croco0am BBeJEeHUs PA3JUYHBIX NPENapaToB cyphakTaHTOB.

Karoueevte caosa: Hosopodcdennvie, CyphaKmanm, pecnupamopHblii-0Ucmpecc H0BOPOICOCHHO20, PeCRUPAMOPHAs NOO0ePICKA, eaio-
KOKOPMUKOCMepouosi.

Ansa untupoBanus: 3usiokvHa K.C., CapkucsH E.A., BopoHa J1.[]., JleByeHko J1.A., LLlabenbHukoBa E.W., Xoxnosa A.[1., Abacosa LL.T., LLly-
munoB 1.B. CypgakTtaHT n cypgakTaHTHas Tepanusi y HOBOPOXAEHHbIX: OT Ha4Yasna A0 COBPEMEHHbIX 0COBEHHOCTeN NnpuMeHeHusl. Poc BeCTH
nepuHaron n neauarp 2025; 70:(2/2): 5-16. DOI: 10.21508/1027-4065-2025-70-2 (4.2)-5-16

Surfactant is a secreted surface-active substance that provides the first breath of the newborn by reducing the surface tension
of the alveoli. Surfactant preparations were the first and most popular drugs in neonatology, saving the lives of millions of premature
babies. Successful treatment with surfactants is preceded by an individual personalized approach to each child and early detection
of newborns with surfactant deficiency. Determining the indications for surfactant therapy, choosing an effective method of drug
delivery, selecting concomitant respiratory support are current areas of neonatology to this day. The article reflects the history of use,
new approaches to surfactant therapy and methods of administration of various surfactant preparations.
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Hcmpm{ OKa3aHWUS MEIUIIMHCKOM TOMOIIA HOBO-
POXIECHHBIM JIEeTAM HACYUTHIBAET HECKOJIbKO
BEKOB, OJHAKO HEOHATOJOTUS KaK pasles]l MeIUIINHBI,
U3yYaloIIUi POCT W Ppa3BUTUE HOBOPOKIEHHBIX, WX
3a00J1eBaHUS U TTATOJIOTUYECKUE COCTOSTHUS, TTIOSIBUJIACh
TOJIBKO BO BTOpO# mojoBuHe XX ctosietust. OcoObeHHO
CTPEMUTEJIBHO HEOHATOJIOTUS Havajlla pa3BUBAThCS
¢ 60-x TOmOB, KOTa B MUpE CTaM MPEATPUHUMAThCS
MOMBITKM ~ TIPUMEHEHMST  amlapaToB  MCKYCCTBEH-
HOU BEHTWJISIUIMU JIETKUX IS JIEYSHUST JThIXaTebHBIX
pPacCTpPOMCTB y HOBOPOXIEHHBIX. BBIsIBIeHUE pou
BEIECTBA, HOPMAJU3YIOIIETO TTOBEPXHOCTHOE HAaTSI-

K€HWE B JIETOYHBIX ajbBeoJiaX, TMOCIYXWJIO TOJYKOM
NI UCCJIeIOBaHM, HallpaBJIEeHHBIX HA U3YyYeHUe TaTo-
reHesa u pa3pabOTKy MaTOTeHETUUYECKUX METOIOB Jieue-
HUSI CUHApPOMA JIBIXaTeJIbHBIX PACCTPONCTB Y HOBOPOX-
NEHHBIX. DTO ObLI JUTUTEJbHBIN MpoLecC, HayaBIIUCS
C MCCIIeTOBAaHUI Ha XXMBOTHBIX, C TAJIbHEUIIINM MTPUME-
HEHUEeM HaKOIIJIEHHOTO M HayYHO-/I0Ka3aHHOTO OIThITa
Ha HOBOPOXIEHHBIX METSIX, HYXIAIOIIUXCS B 0COOOM
MONIX0/Ie B BHIXaXKMBAaHWUM U BelleHUU. BoisiBIeHUE poau
cypdakTaHTa B (DyHKIIMOHUPOBAHUM JIETOYHOW TKaHU
W pa3BUTUU PECIUPATOPHOTO TUCTPECC-CUHIApPOMA
Y HEIOHOIIEHHBIX HOBOPOXIEHHBIX OTKPBHLIO HOBYIO
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5py B MEAULIMHE W CTaJO MPUYMHONM Pa3BUTUS HOBOTO
HampaBJeHWsI, W3y4alollero 3aKOHBI, TOCTYJAThl,
a TakKe Mmpo0JIeMbl Tleproia HOBOPOXIEHHOCTH [1].
HcTtopus pa3BUTHS HayKM O TOBEPXHOCTHO-aKTHUB-
HBIX BEIIeCTBaX, YYaCTBYIOIIUX B TpOIeCCEe PEryupo-
BaHUS NBIXaHWS W, B YaCTHOCTHU, TIEPBOTO BIOXa HOBO-
POXIIEHHOTO, HAaYMHAaeTcs ¢ KoHIla 20-X ro1oB MPOILIOTo
Beka. B 1929 r. Obu1n ony6MKoBaHbI TIEpBbIE UCCTIEIOBA-
HUST O TIOBEPXHOCTHO-aKTUBHBIX BEIIECTBAX W Hapylle-
HUSIX IBIXaTeJbHBIX (DYHKIUN Y HOBOPOXIEHHBIX. Tak,
BbIHatomuiicss Hemenkuit yueHoiii K. von Neergard [1iuT.
1Mo 2] mpoBes 3KCIEPUMEHTHI, MpeArnoaraoinne Haau-
Yye TMOBEPXHOCTHOTO HATSKEHUsI B JIETOYHON TKaHU,
Y TIPUIIENT K 3aKITIOYEHUIO, YTO 3TO UTPAET BaXKHYIO POJIb
IIJTSI TIEPBOTO BIOXa HOBOpOXKIeHHOTO. JInmib 25 jet cy-
cra R. Pattle u J. Clements, n3y4yast Bo3neiicTBIie HEPBHO-
MapaJuTUIECKUX Ta30B Ha (DYHKIIMIO JIETKUX, BHIABUHYJIN
TUTIOTEe3y O CBSI3M HENOCTaTKa TOBEPXHOCTHO-aKTUB-
HBIX BEIIECTB U BBICOKOTO MOBEPXHOCTHOTO HATSKEHUST
JIETOYHOI TKaHW Y TOJBKO YTO POAMBINMXCS aeTeid. [Tma-
CTUHYATBIE TeJIblla aJbBEOJIOLINTOB 2-TO THUTIA, BbIpaba-
ThIBatolIMe cypdakTaHT, ObUIM BbIsIBIACHBI B 1950 1. ame-
pukaHckuM yueHbiM Ch. McLean [1uT. 110 3].
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B 1959 r. nybnukamuss aMepuKaHCKUX YYEeHBIX
M.E. Avery u J. Mead crana HauajioM CJIOXHOW Hay4YHO-
HCCIIEIOBATEbCKOM pabOThl O BO3MOXHBIX MeXaHW3-
Max Pa3BUTUS PECTTUPATOPHBIX PACCTPOMCTB Y HEMTOHO-
IIeHHBIX HOBOpoxXAeHHBIX. M.E. Avery ananusmpoBaia
IMOBEPXHOCTHYIO aKTUBHOCTH TIPOMBIBHBIX BOJ, M3 JTbIXa-
TEJbHBIX TyTeil JeTell ¢ MaToJ0roaHaTOMUYECKUM JIua-
THO30M «0O0JIe3Hb TMAJMHOBBIX MeMOpaH». DTO CTaJio
MepBbIM YOeTUTETbHBIM J0KA3aTeJIbCTBOM CBSI3U PECITM-
paTOpPHOTO  JIUCTpPecC-CUHApOMa HOBOPOKIEHHBIX
¢ neuuutom cypdakraHra [2].

CrenyonM BaXKHENWIIIMM 3TalloM cTaja pa3padoTka
U BHEIpPEHHE MCKYCCTBEHHBIX aHaJOroB cypdaKTaH-
ToB B MnpakTuky. K ¢opcupoBaHuto mpoiecca moHuma-
HUST Cyp(haKTaHTHON HETOCTAaTOYHOCTH W pa3pabOTKU
MperapaToB IJIsT 3aMECTUTENIbHOM Teparuu TIPUBEJIO
OIHO Tparnueckoe codwbiTue. B cembe KeHHenu, ogHoOM
n3 usBectHeimnx cemeiicts CIIIA, 7 aBrycra 1963 .
pomuics MaJlbuuK Ha 34,5-i1 Henelle recTaliuy ¢ IIpU3Ha-
KaMM pecrupaTopHOro auctpecc-cuHapoma. Hecmotps
Ha TIPOBOIVMYIO OKCUTEHOTEPAITHIO, peOSHOK CKOHYAJICS
B Bo3pacTe 2 nmHeil. B pe3ynbrate ayTomncuu B ajbBeoIax
HOBOPOXIEHHOTO OBUTM BU3yaJU3MPOBaHbI THATMHOBBIE
memOpaHbl. B To Bpemst nipesuaeHt CILHA Ixon Ken-
Henn — ortelr ymepuiero [laTtpuka, mocrnocoOGcTBoOBa
WHTEHCUBHOMY WCCJIEIOBAHUIO CMEPTEJIbHOU O0JIe3HU
nx pedbenka. He3amonro mo cBoero yomiicTBa Mmpe3uaeHT
3asIBWJI, YTO TTOMCK JIEKapCTBa OT PECITUPATOPHOTO AUC-
TpeCcC-CUHApPOMaA SIBIIIETCS] TIPUOPUTETOM JUISI HeOHa-
TaJIbHON MeIUIIUHEI [ 1].

ITo coBpeMeHHBIM TIPENCTaBICHUSIM, Cyp(haKTaHT —
MMOBEPXHOCTHO-aKTUBHOE BEIECTBO, BAXKHBI aHTHATE-
JIEKTaTUYECKUA (pakTop, MpeaoTBpallalonIuii criageHue
U paspylieHue CTPYKTYPHBIX KOMITOHEHTOB JIETOYHOM
TKaHu [4]. dedunut cypdakraHnta — Hambosee JacTas
MpUYMHA Pa3BUTHS PECITUPATOPHOTO JTUCTPECC-CUH-
JIpOMa y HOBOPOXIEHHBIX ¢ HM3KON M 3KCTpeMaJbHO
HU3KOM Maccoil Tejla, pOAMBIIUXCS Ha CPOKE TeCTalluu
meHee 34 Hen [4—7]. YacToTa pa3BUTUSI TSKEJIBIX PECTIM-
paTOpPHBIX HAPYIIEHW I, 00YCITOBIEHHBIX CYyp(haKTaHTHOM
HeJI0CTaTOYHOCTHIO, HanboJiee BHICOKAsT B TpyIIIe TIy6o-
KOHEJIOHOILIEHHBIX JeTeil u coctanseT 41,9% [8].

IpuMeHeHne aHaJOTOB CYp(haKTaHTOB, pPa3BUTHE
METOIIOB PECMUPATOPHON TOMNEPXKKM M YCOBEPIIEeH-
CTBOBaHME TAKTUKU BEICHUS IeTeil ¢ BPOKIEHHON Helo-
CTATOYHOCTBIO cypdaKTaHTa TPUBEIN K JajbHEUIIeMy
CHMXXEHUIO0 HEOHATaJTbHOM CMEPTHOCTH U YMEHBIIIEHUIO
reCTallMOHHOTO BO3pacTa, PU KOTOPOM PEKOMEHIYeTCsT
MPUMEHSTh COBPEMEHHBIE METONIBI BhIXaXKMBAaHMS IETEH,
POXIEHHBIX paHblle cpoka. [lepBble MOIMBITKM WHTpa-
TpaxeaJbHOTO BBEIEHUST CYpP(HAKTAHTOB TPOBOAMINCH
eme B 80-x romax XX Beka. B TeueHume mocnemyronmx
40 neT 3HAYUTEIHPHO M3MEHWJIUCH MOAXOIbI K TIPOBeIe-
HUIO cyp@aKTaHTHON Teparuu, COBEPIIEHCTBOBAINCH
METOJIbI BBEJIEHUSI TTPEMapaToB, OMHAKO MHOTHE BOITPOCHI
He pelleHbl U 0 ceil IeHb. BceMupHas HaydHass Meau-
LIMHCKAsT OMOIMOTEKA eXKeTHEBHO TTOTIOJTHAETCS HOBBIMU
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3usroxuna K.C. u coasm. CypdakTaHT 1 cypdakTaHTHast Tepanusi y HOBOPOXIECHHBIX: OT Hayajia 10 COBPeMEHHbBIX 0COOEHHOCTEH MPUMEHEHUS

JMAHHBIMU O TIPUMEHEHUM CYP(haKTaHTOB, MOJOXKUTETb-
HBIX pe3yibTaTax cyphakTaHTHON Tepanuu Mpu COBEp-
IIEHCTBOBAaHMUM KaueCcTBa OKa3bIBa€MOI pecrMpaToOpHOM
TTOIIEPKKIA HOBOPOKIEHHBIM JIETSIM.

3a mociegHMe TOIbl TPOU3OIILIN 3HAYUTETbHbBIE U3ME-
HEHUS B TAKTUKE BENEHUS JETE ¢ peCITMpaTOpHBIM JTUC-
TPECC-CUHAPOMOM, CItoco0ax BBEICHUs TIperapaToB
cypakraHTa, MO3TOMY B MbI PEIITUIN OOOOIIUTD U CUCTE-
MaTU3MpPOBaTh UMEIOIIMEeCcs faHHbIe K Havary 2025 T.

IMeap myGaMKammm: TIpencTaBlIeHWE HOBBIX JaHHBIX
0 CTpyKType cypdakTaHTa, ONuCaHWE HalpaBIeHUN
U COBPEMEHHBIX TTOJIXOIOB K MPUMEHEHUIO Cyp(haKTaHT-
HOI Tepanuu.

B xone nHammcaHus paboOTHI IpoBeaeH 0030p COBpe-
MEHHON M HCTOPUYECKON OTEYeCTBEHHOW M 3apy0exk-
HOW JUTepaTypbl, OXBAaTHIBAIOILIEH MEepuox OT Havajia
U3y4YeHUs MOBEPXHOCTHO-aKTUBHBIX BenlecTB B 1929 r.
IO TIOJYYEHUsSI COBPEeMEHHBIX AaHHbIX Ha 2024 r., Kaca-
IOIIMXCS HOBBIX TMOIXOMOB K TPUMEHEHWI0O U BBele-
HUIO TipernaparoB cypdakTaHTa. [Tonck ocyiecTBisics
MO KJIIOUEBBIM CJIOBaM «CypGhaKTaHT», «HEIOHOILIEHHbIE
HOBOPOXAEHHBIE», «PECIMPATOPHBIA IUCTPECC-CUH-
NIIPOM», «pecIUpaTopHasl MOMAEPXKKa», «aHTeHaTaJIbHast
npoduyiakTUKa TIIOKOKOPTUKOCTEPOUTAMU» C HCTIONb-
3oBaHueM 0a3 naHHbix PubMed, NIH, Scopus, HayuHo#
oubamoreku eLibrary.Ru.

CtpoeHue u coctas cypdakraHTa

CypdakTaHT — TIepBBIil JIeKapCTBEHHBIN TIpemnapar,
pa3paboTaHHBIN TSI peaHUMAIlMOHHOM TTOMOIIM HOBO-
pOXIeHHBIM. BceMupHast opraHuzanus 3apaBoOXpaHe-
HUST BKJTIOUYMJIA CYp(haKTaHT B CITMCOK JKU3HEHHO BaXkK-
HBIX JIEKapCTBEHHBIX cpeacTB [1].

Jlerounslii cypakTaHT — TTOBEPXHOCTHO-aKTUBHOE
BEILIECTBO, MPEACTABIISIONIEE CIOXHBIN (POChHOMUITUIHBI
KOMIUTEKC, coctosiiuit Ha 90% w3 nmumumoB u Ha 10%
n3 6enkoB (cM. pucyHOK). CHHTE3 KOMIIOHEHTOB Cyp-

Apyrie

dochonunuab

6%.
Pocharnanara
Hmepoa
8%

Gesiku (SP-A, SP-
B, SP-C, SP-D)
8%

HaChILEHHBII

(akTaHTa OCYILECTBISIETCS HE3aBUCUMO APYr OT ApYra,
a ceKpelus — CUHXPOHHO. JIMTTMIHBIA KOMITOHEHT Cyp-
bakTaHTa CUHTE3UPYETCSl Ha arpaHyJ/ISIpPHOI 9HI0IIa3Ma-
TUYECKON CETH, CUHTE3 3Ke OEJIKOBBIX TPYITIT — Ha IpaHy-
JIIpHOM. BeKOBBII KOMITOHEHT cyphaKTaHTa BKITIOYAeT
YeThIpe OCHOBHBIX THIA OenkoBbiX rpymim: SP-A, SP-B,
SP-C, SP-D. Monuduxkaiiust 6eJIKOBbIX TPYIIIT OCYIIIEeCT-
BisieTcs B armapate [onmpmku [2, 9, 10].

SP-A otBevaeT 3a OpraHu3alMI0 U CTAOMIM3AIINIO
CTPYKTYpPHI CypaKTaHTa, UTpaeT BasKHYIO POJIb B PETYIIsI-
LMY ceKpelny (pochOoTUIUIOB U B TIpOLIecce UX TTOBTOP-
HOTO TIOTJIOLIEHUsI ajibBeosioluTaMu 2-To Tuma. SP-A
CBSI3BIBAaETCA C Cyp(aKTaHTHBIM KOMIUIEKCOM M MHOXKe-
CTBOM TTaTOTEH-aCCOIMUPOBAHHBIX MOJIEKYJISIPHBIX TTaT-
TePHOB, OCYILIECTBIISS 3alUTHYIO QyHKIMo [9]. Kpome
Toro, SP-A ciyXuT MapkepoM 3pejiocTu cypdakraHTa
B 9MOpHOTeHe3e, MpeaoTBpaliaeT M30BITOUHOE HAaKO-
rieHue  (GocGoNUnuIoB, CIOCOOCTBYSI 00pa3oBaHUIO
pesepBHoro cypdakranTa. ['pyrnmsl 6enkoB SP-B u SP-C
CTaOWIM3HUPYIOT aJbBEOJIbI, CHIXKas ITTOBEPXHOCTHOE
HaTsSDKEHUE W YCKOpsIsT aacoOpOLMIO TMOBEPXHOCTHO-
aKTUBHBIX BemlecTB. SP-D Bimser Ha TpaHcdopMamio
MmemOpaH cypdakTanTa [11].

B coctaB cypakTaHTa TaKKe BXOAST CBIBOPOTOUHBIIM
aTbOYMUH U UMMYHOTJIO0YTMHBI G U A, BBITIOJHSIONINE
UMMYHHYI0 (pyHKIIMI0. HapyliieHue reHa, yyacTBYIOILIETO
B peryisiuu cuHTe3a (ochaTUaUIXoJUHA, TPUBOIUT
K cO0SIM B CUHTE3¢ JIMITUAOB M MOXKET BbI3BaTh pecriipa-
TOPHBIN aucTpecc-cuHapoM [12].

0Oc06€eHHOCTU AbIXaHUS Y HELOHOLUEHHbIX
HOBOPOXAEHHbIX

Ilepexon HOBOPOXIEHHOTO HA BO3AYIIHOE bIXaHUE
COTMPOBOXIAETCS KPUTUUECKU BasKHBIM 3TAllOM CO3peBa-
HUS cUCTeMbl cypdaKTaHTa, a TAaKXKe pa3BUTUEM JIEroY-
HBIX COCYIIOB 1 aJbBeOJOKANUIIsSIpHO MeMOpaHbl. [1pa-
BUJIbHOE (POPMUPOBAHNE 3TUX CTPYKTYP B 3HAUUTEITLHOM

HeHTpalbHbIe
JIHIH AL
10%

HeHachIIeHHBIH

Pocharnanaxo
JIHH
19%

Pucynok. OcHOBHbIE KOMIIOHEHTBI CYP()aKTAHTA.
Figure. Main components of surfactant.
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CTENeHU OTpeNessIeTCsl CPOKOM TecTalluyd TIpu PoKe-
HUU W 3aBUCUT OT BO3IECUCTBUSI TTATOTEHHBIX (PAaKTOPOB.
Taxk, hbopMupoBaHUE MTHEBMOILIMTOB 2-TO THIA, OTBEYAIO-
IIUX 32 CUHTe3 cypdaKTaHTa, HaYMHaeTcsI ¢ 26-1 Henenu
oepemeHHoctu. Kak criencrtBue, HapyllleHHWe CHUHTe3a
U 3KCKpeunu cypdakTaHTa Y HETOHOIIEHHBIX HOBOPOX-
NIEHHBIX CBSI3aHO C HE3PEJIOCThIO JIETOYHOI TKaHU, HEI0-
CTaTOYHBIM pa3BUTHEM U IUPGEPEeHINPOBKON allbBEO-
jouToB [13,14].

IMocnencTBust TpexkneBpeMEHHBIX POIOB BBICTYMAIOT
B KayecTBe elIlle OJHOTO BaXXHOTO (haKTopa, BIUSIIOIIETO
Ha OIMWIEHETUYECKYIO PETYJISILMIO CO3PEeBaHUsl Jier-
kux. OcobOyro posib B KOOPAWHALIMU JIETOYHOM CUCTEMBbI
WUTPalOT MUKPOPUOOHYKJIEMHOBBIE KUCIOTHI — KOPOT-
kue yyactku PHK, Kotopbsie ”HTMOMpPYIOT cuHTE3 OeJka.
IMocnennue uccienoBaHus MOATBEPXKIAIOT, YTO MUKPO-
PUOOHYKJIEMHOBBIE KUCIOTHI HEOOXOAUMBI JIJISI HOpMaJlb-
HOTO Pa3BUTHS JIETKUX, MOCKOJIbKY YYaCTBYIOT B yaaje-
HUM palicepa-06enka. Hapymenus ynageHUst 3Toro 6ejika
MPUBOJIAT K HApYIIEHUIO0 MOp(doreHe3a JIerouHO TKaHU,
npeapacriojiarasi HOBOPOXIEHHOTO K MaTOJIOTUN PECTTH-
paTopHOro TpakTa. AHOMaJIbHBIN TTPOLIECCUHT MUKPOPU -
OOHYKJIEMHOBBIX KUCJIOT MOXET MPUBECTU K HAPYIIEHUIO
pa3BUTHS AbIXaTEIbHBIX TyTE U YBEJIMYEHUIO arlorTo3a
KJIeTOK JieTkux [ 14, 15].

AHTeHaTanbHas npodunakTuka
rMIOKOKOPTUKOCTEpOMAaAMM

[TepBBie pe3ynbTaThl UCCIACAOBAHUI TIO WCITOJb-
30BaHUI0 aHTEHATAJIbHOU TPOMUIAKTUKU TITIOKOKOP-
TUKOCTEPOUTAMHU OBbUTM OMYOJIMKOBAHBI TOKTOPaAMM
G. Liggins m R. Howie B 1972 r. [16]. B cBoeii cra-
The HOBO3EJaHACKWE yYeHBIe IMPOAEMOHCTPUPOBAIIH,
YTO JOPOJOBOE TPUMEHEHNE TIIIOKOKOPTUKOUIOB 3Ha-
YUTEJIbHO CHMXKAET YACTOTY Pa3BUTHSI PECITUPATOPHOTO
JIHUCTPECC-CUHAPOMAa W HEOHATaJIbHYI0 CMEPTHOCTD.
JlanpHEeWIIMii OMBIT MCIOIb30BAaHUSI aHTEeHATaJlbHBIX
TJTIIOKOKOPTUKOCTEPOUIIOB  OBUT  CHUCTEMAaTU3UPOBaH
U TIOCJIYXXUJT OCHOBOI K NMpUHSATHIO B 1994 1. KOHCEeH-
cyca 00 abCOIIOTHOM TT0JIb3€ TPUMEHEHMUS TIpernapaToB
910 rpyrmbl. C 3TOro MOMEeHTa aHTeHaTaIbHOE BBEJIe-
HUE CUHTETUYECKHX TITIOKOKOPTUKOUIOB CTAIO OJHUM
U3 HauboJiee IMUPOKO MCITOJb3yeMbIX METOMOB TIpeI-
VIPEXIEHUST PeCcUpPaTOPHOTO JTUCTPECC-CUHApOMA
HOBOPOXIEHHOTO, MPUMEHSIEMBIX BO BpeMsl OepeMeH-
HocTu [16—18].

JleiicTBe  aHTEHATAJIBHBIX  TIIOKOKOPTUKOWIOB
OCHOBaHO Ha paHHelW BBIPaOOTKe cypdaKTaHTa 3a CYET
AaKTUBALIMM TTHEBMOILIUTOB M Pe30pOLIMU BHYTpPHUATbBE-
onsipHoO# kunkocTtu. ITo pedynbraTtam 0630pa, BKIIOYA-
fouiero 27 ucciaenoBaHuit ¢ yyactueM 11 272 XeHIIWH
n 11 925 miageH1EeB, OBIJIO OIpelesieHO, YTO JeUeHUE
aHTEHATAJTbHBIMU  TJIIOKOKOPTUCTEPOUIAMU  CHUKAET
MepUHATATbHYIO CMEPTHOCTh, YAaCTOTY Pa3BUTHUS PECITU-
PATOPHOTO TUCTPECC-CUHAPOMA ¥ BHYTPHIKETYTOUKOBBIX
KPOBOU3IUSHUI y HelOHOIIeHHBIX aeteid [19]. CHuxe-
HUE PUCKA BHYTPUIKETYIOUYKOBBIX KPOBOM3TUSIHUI CBSI-

Ob30Pbl JINTEPATYPbI

3aHO CO 3HAYUTETHLHBIM COCYIOCYKUBAIOIINM JeHCTBAEM
Ha MO3TOBOI1 KPOBOTOK TIJIOJA.

dTopupoBaHHBIE CTEPOUIBI — GeTaMeTa30H U IeKca-
MeTa30H — HauboJiee YacToO MCIOJb3yeMble CUHTeTHYE-
CKHe€ MIIOKOKOPTUKOCTEPOUIIBI 17151 aHTEHATaJIbHOM MPO-
(UIIAKTUKM pecriMpaTOpHOro nuctpecc-cuHapoma [20].
IMpeHaTtanbHass Tepamusi CTEPOUIAMM PEKOMEHIYETCS
BceM GepeMEeHHBIM C YTPO30it TIpeXaeBPEMEHHBIX POJIOB,
HauMHasI CO CPOKa, MPHU KOTOPOM TUTOI CYMTAETCS KU3-
HECTIOCOOHBIM W TOJIEKUT aKTUBHOW peaHUMaIluu,
3akaHuMBasi 34-ii Hemeneir GepemMeHHOCTU. OTNTUMAaNTb-
HBIM CYUTAETCS MHTEPBAJ OT MOCJEIHETO BBEICHUS TIpe-
mapata J0 pOIOpa3pelIeHMsI, COCTABJISIOMMUIA oT 24 U
1o 7 cyr. OIyuH TTOBTOPHBIN KypC TNIIOKOKOPTUKOCTEPO-
WIIOB BO3MOXEH TPpU Cpoke OepeMeHHOCTU MeHee 32 Hel,
€CJI OT TIEPBOTO Kypca MpenapaToB MPOILIo KaK MUHU-
myM 1 wim 2 Hen [21].

B Hamieit crpaHe mpoduiakTKa pecrnupaTOpHOTO
IUCTpPEeCC-CUHIpOMa TPOBOAMTCS B Tiepuon ¢ 24-it
no 34-10 Hedenwo OepeMeHHOCTU. EBpomeiickuii KOH-
ceHcyc oT 2022 T. 1o BeJACHUIO JIeTel ¢ pecrMpaTOPHbIM
MUCTPECC-CUHAPOMOM  ToOKa3ajl —HelleJiecoo0pa3HOCTh
MPUMEHEHUST aHTeHATAIBHBIX KOPTUKOCTEPOUIOB TTOCITE
34-if HelleTM TeCTallMy BCJIEACTBUE BLICOKOTO PUCKa pa3-
BUTHUST BHYTPUKETYIOYKOBBIX KPOBOMBIUSHUI, HEKPO-
TU3UPYIOLIETO SHTEPOKOJUTA W PETUHOIATUM HEIOHO-
1eHHbIX [21].

KypcoBast mo3a aHTeHATaJbHBIX TJIIOKOKOPTUKOM-
IoB coctaBisieT 24 Mmr. Pa3paboTaHO HECKOJIBKO CXeM
npoUJIaKTUKU TJIIOKOKOpTUKOcTepouaamu. HaubGoiee
pacmpocTpaHeHHBIMU BapUaHTaMU BBICTYITAIOT TIPUMeE-
HeHue 100 NIBYX H03 OeTaMeTa30Ha BHYTPUMBIIICYHO
no 12 mr ¢ nHTepBajoM 24 4, TMOO YeThIpeX 03 JeKca-
MeTa30Ha BHYTPUMBIIIIEYHO TI0 6 MT ¢ UHTepBajioMm 12 4,
6O Tpex 103 JeKcaMeTa30Ha BHYTPUMBIIIEUHO MO 8 MT
yepes 8 4 [6].

B pasHbIX cTpaHaX WCIONB3YIOTCS Pa3IudHbIC
PEXUMBI JO3UPOBAHUS U pa3HbIe TIperapaThl TITIOKOKOP-
TuKoctepousioB. B Ascrpanuu, Espone u CIIA ucrosnb-
3yI0T KOMOMHUPOBAaHHBIN MpenapaT betaMmeTazoHa (oc-
¢ara u GeTameTazoHa alerara, BBOIST 2 M03bI MO 12 Mr
¢ uHTepBajaoM 24 4 [22]. B cTpaHax ¢ HU3KHUM U CPEITHUM
YPOBHEM J0X0aa MpouIaKTUKa PecrUpaTOPHOTo IUC-
TpecC-CUHAPOMA TTPEUMYIIECTBEHHO TTPOBOIUTCS C TIPH-
MEHEeHUEeM JeKcaMeTa3oHa B KOJMYEeCTBe 4 7103 1o 6 MT
¢ uHTepBajgoM 12 u [22].

MepcoHanu3npoBaHHbIA NOAXO0A K NPOBEAEHUIO
cypdakTaHTHOW Tepanumn

WM3HayaabHO OTOOP HOBOPOXIEHHBIX C pecrupa-
TOPHBIM JTUCTPECC-CUHIPOMOM JUISI Ha3HAYEeHUS Cyp-
¢bakTaHTHOI TepariMi OCHOBBIBAJICS Ha OLIEHKE ajlb-
BEOJISIPHO-apTepUoJIsipHOro rpanveHTa. C  TeyeHueM
BpPeMEHM KPUTEpUU [UISl OTMpenesieHusT TOTPpeOHOCTH
B TMPOBEIEHUN 3aMECTUTEJIbHON cypdaKTaHTHOW Tepa-
MWW 3HAYUTENIbHO YIPOCTUIMCh. B pesynbraTe crain
WUCITOIB30BAaThCSl JIUIIL TIOPOT (PpakUKU BIBIXa€MOTO
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Susiokuna K.C. u coasm. CypdaktaHT 1 cypdakTaHTHast Teparisi y HOBOPOXKICHHBIX: OT Hauajia 10 COBPEMEHHBIX 0COOEHHOCTEl MPUMEHEHHUST

KHCJIOpOo/ia, a 3TO TIPUBEJIO K HepallMOHAJIbHOM Teparnuu
cypdakranToM [3].

Jlns peanu3aliid KOHUEIIIMKU TIEPCOHATN3UPOBaH-
HOIl Tepanuu, HampaBlIeHHOW Ha BBeIEHHE TPaBUJIb-
HOTO TIpernapara HY>XHOMY IallUeHTY B HEOOXOIMMOM
J103€ B HY>KHBIIf MOMEHT, HeoOX0oaMMa pa3paboTKa HOBBIX
CIIOCO0OB OLIEHKM Cyp(daKTaHTHOW HEIOCTAaTOYHOCTH.
C 2TOi1 11eJIbI0 MOTYT MCIIOJIb30BAThCsI KOJIMUECTBEHHBIN
M KavyeCTBEHHBIM aHaIu3bl IMOBEPXHOCTHO-aKTUBHBIX
BEIIECTB, OlLIEHKa IoKa3aTeJieil ra3000MeHa U al’paliuu
serkux. [lepcrieKTUBHBIMU CIIOCOO0AMU  KOJIMYECTBEH-
HOW OlLIEHKU CYp(aKTaHTHOTO CTaTyca SIBJISTIOTCS TIOM-
CYET TUTACTUHYATHIX TeJl U CIIEKTPOMETPUUECKUI METOJ
U3MEPEHUs] COOTHOILIEHWST JICUUTUH/C(HUHTOMUETUH
B XenynouyHoMm acriupate [23]. KauecTBeHHBII cocTaB
cypdakTaHTa aHAJIM3UPYETCS C TIOMOIIbIO OLIEHKHU
ancopOIIMK TTOBEPXHOCTHO-aKTUBHOTO BEllleCTBAa Ha rpa-
HUILIe pasfesa BO3MYX/XKUIKOCTb U U3MEPEHUST CIIOCO0-
HOCTM TIOBEPXHOCTHO-aKTMBHOTO BEIECTBA CHUXATh
MOBEPXHOCTHOE HATSKEHUE TTOCPEICTBOM IPOBEACHMS
CTabUJIBHOTO MUKPOITY3bIPbKOBOTO TecTa [23].

HoBbIM MeTOIOM paHHEe# TUarHOCTUKH CyphaKTaHT-
HOM HETOCTAaTOYHOCTH WM TIOBBIIIEHUSI TOUHOCTU TTOKa-
3aHUIM K Tepanmuu cyp(akTaHTOM SIBJISTIOTCSI YIbTpa3By-
KOBOE€ UCCieOBaHUE JIETKUX. YJIbTPa3BYKOBOW METO
MO3BOJISIET B IMHAMUKE OLIEHUBATh COCTOSTHUE JIETOYHOM
TKaHU OOJIBIIIOE KOJMYECTBO pa3 y MOCTeN OOJBHOTO.
JInst pecnupaTOpHOTro AUCTPECC-CUHIPOMA XapaKTePHbI
TakMe YJIbTPa3ByKOBbIE NTPU3HAKM KaK Heryyobokue, Tpe-
WMYILIECTBEHHO IO 3aJIHUM TIOJISIM, 30HbI KOHCOJIUIAIIUY
JieroyHoi TKaHu [23—25].

Mpenapatbl cypdakTaHTa, UICNOJSIb3yeMble
B HEeOHaTaslbHOI NpaKkTuKe

Hcnonp3oBanne cypdakKTaHTHON Tepanmny Hadyajloch
B 70-x romax mpouuioro Beka, Korna Goran Enhorning,
Bengt Robertson u Forrest Adams npoaeMOHCTpUpPO-
BaJIM, YTO HaTypajbHble CcypdhakTaHThl 3(DGHEKTUBHbI
B JIEYEHUM  PECIMPAaTOPHOIO  JAUCTPECC-CHHIpOMa
y XuBOTHBIX. JlanbHeliniee wuccienoBaHue 3heKTUB-
HocTu cypdakTaHTOB cBsizdaHO ¢ paboroir T. Fujiwara,
Kotopelii B 1980 r. [uT. mo 1] omyGimKoBan CTaThlo,
CTaBIIIYIO OCHOBOIIOJIATAMOIIEH ISl JabHEUIINX UCCe-
JIOBAaHU 110 JICYEHUIO HOBOPOXIEHHBIX Cyp(aKTaHTaMMU.
SAnoHCcKMiT y4eHBIN B CBOEH paboTe COOOIIIIT O peaKIInKi
10 HeOHOILIEHHBIX AeTeil C PeCMPaTOPHBIM ITUCTPECC-
CUHIPOMOM Ha 00JifoC MOIU(MUIMPOBAHHOTO OBIYBETO
cypdakTaHTa.

B 1981 r. C. Morley u coaBr. [26] nipoBeau mepBoe
KOHTPOJIMPYEMOE HCCJIeIOBaHWE C MCIOJb30BaHUEM
CYXOTO COENWHEHUSI, PacCIIUpPSIIONIEr0 MCKYCCTBEHHbIC
nerkue ALEC (Artificial Lung Expanding Compound),
KOTOPBI BBOOWJICST B IbIXaTeJbHbIE TTYTU TIIyOOKOHEIO-
HOIIEHHBIX AeTel W YaydllaJd pecrUpaTOPHYIO agarTa-
LIMI0 HOBOpoxkaeHHoro [2, 26]. B 1990 r. B CIIIA cran
JIOCTYTIEH TIEPBBIM KOMMEpPUYECKUI cypdaKTaHT — CUH-
TETUYECKUM  JIMOUOHBIA  MOBEPXHOCTHO-AaKTUBHbIN

areHT Kousdocuepuwn naabmurar Ok3ocypd (Exosurf).
MHoroLeHTpOBEIE MCCIenoBaHUs TTOATBepIIn dhdeK-
TUBHOCTh TIperapata DK3ocypd B JeUeHUU HOBOBPOXK-
JNEHHBIX C PEeCIUpaTOPHBIM  JTUCTPECC-CUHIPOMOM,
YTO TIOBBICUJIO BBIKMBAEMOCTb M CHU3WIO 3aboJieBae-
MOCTb Y HOBOPOX/IeHHBIX [27].

TTocne mepBBIX paHIOMHU3UPOBAHHBIX UCCEIOBAHUIA,
OLIEHUBAIOIINX JIETOUHYIO (DYHKIIMIO TTOCIE MPOBEACHUS
3aMECTUTENIbHOM Ccyp(aKTaHTHOW Teparuu, aKTUBHO
cTanu pa3pabaThiBaThCs MperapaThl SKUBOTHOTO TTPOUC-
xoxaeHusi. B CILIA u EBpone nepBbIiMr MOBEPXHOCTHO-
AKTUBHBIMM  BEIIECTBAMU XWBOTHOTO TPOWCXOXKIE-
Hus B Havase 90-x rogoB ctanm Surfactant TA u cnerka
moauduMpoBaHHbil bepakranT. KpoMe Toro, K KoHILy
90-x romoB T. Curstedt 1 coaBt. [28] pa3paboTanm MeTO
KOJIOHOYHOI Xpomartorpaduu s BbIICIEHUST TTOBEPX-
HOCTHO-aKTMBHOTO BeIECTBA M3 JUMHUIHOW (hpaKIuu
roMoTeHaTa JIETKUX CBUHBM. Pa3paboTaHHBIN MMU TIpe-
napat 6611 HazBaH CuRoSurf B yecTs cBoux coznareneii.

WccnenoBanus, npoBoauMbie B 1988 ., yctaHOBWIN
BaxkHOCTb 0enikoB SP-B u SP-C B cHMXXeHMU ToBepx-
HOCTHOTO HATSDKEHWSI Ha TpaHMIe pasiejia BO3IyX—
KUIKOCTh B allbBeOJIaX M TIOCITIOCOOCTBOBAIW JajTb-
HEWIIUM pa3paboTKaM CHHTETUYECKUX IpernapaTos.
TToBTOpPHBIE BKCIIEPUMEHTHI in Vitro W in vivo TIOKa3aju,
qT10 21-aMUHOKUCIOTHBINM KoHell SP-B mpuHmumm-
aTbHO BaXXeH MJIsI CHIDKEHUs] TTOBEPXHOCTHOTO HATSI-
>KeHMs1. bblia BhISICHEHa aMUHOKMCIIOTHAS TOCea0Ba-
TEJIbHOCTh 3TUX OEJIKOB, UTO TO3BOJWJIO pa3paboTaTh
Charles Cochrane B 1991 r. cMHTeTUYECKUI TIETITHL,
KL4 — Cunanynstun (Sinapultide), mMuTupyrommi
¢yHkuuwo SP-B, KoTophlii mocie MHOXeCTBa HcCCIe-
JIOBaHWI ObLT OMOOPEH IS JIeUeHUs JeTell ¢ pecrrpa-
TOPHBIM JUCTpecc-cuHapoMoM [29]. Jlo HacTosiIero
BpPEMEHHM 3aMeCTUTeNIbHas Teparus cyppakTaHTaMU Bce
elle OCHOBaHa Ha TIPUMEHEHUU MOIM(MUIIMPOBAHHBIX
MPUPOIHBIX CYyp(aKTaHTOB, pa3pabOTaHHBIX B OITOM
obnactu moutu 50 yet Hazan [21].

B Hameit ctpaHe nmpuMeHeHUe cyp(daKTaHTOB B K-
HUYECKOW TIpakTMKe Havajgoch B 1998 1. B CaHKT-
ITerepOypre. K xonmy 2004 1. OBIT HaKOIJIEH OIIBIT
MPUMEHEHMS TIECTH PAa3IMYHBIX CHHTETUYECKUX U HATY-
panbHbIX BUI0B cypdaktaHToB (Exosurf, Curosurf, K14,
Survanta, HL, BL). B tabnuiie mpencrasieHbl mpemna-
patel cypdakTaHTa, HOCTYITHBIE UISI HOBOPOXICHHBIX
MalKeHTOB Ha HacTosllee Bpems [6, 14, 30, 31].

AdPeKTUBHOCTbL pa3nnyHbIX NpenapaTos
cypdakraHTa

B 2015 r. B meraananuse Cochrane Ob111 0000IIIEHBI
M CHCTEeMaTU3UPOBAHBI JaHHble MO 3(hGEKTUBHOCTU
MPUPOIHBIX CYp(haKTaHTOB M3 16 paHIOMM3UPOBAHHBIX
KJIIMHWYECKUX ucciaenoBanuit [32]. OueHUBAJIOCh BIIM-
sTHAE TIPOMPUIAKTUYECKOTO M JIEYeOHOTO TIPUMEHEHUS
cyp(akTaHTOB Ha HEOHATAJIbHYIO CMEPTHOCTb, YaCTOTY
Pa3BUTHS U TIPOTPECCUPOBAHUS XPOHUIECKUX JIETOUHBIX
3a00JIeBaHUT.
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Tabauya. Tlpenapatsl cypdakTanTa, UCHOIb3yeMble IS Je4eHHs] HOBOPOXKIEHHbBIX
Table. Surfactant preparations used to treat newborns

Ob30Pbl JINTEPATYPbI

MexnyHaponHoe | pE— Thiries 3aperucTpupoBaH
HeNnaTeHTOBAHHOE Toprosoe Ha3BaHue JIM mpenapar Jlo3upoBka
cypdakranTa NPOU3BOIUTEb
Ha3BaHue B Poccun
ITopakTaHT HarypanbHblit 1 no3a—200 mr/kr, 2
anbda EpEREeD (o T CBUHOM Ui Ha u 3 no3ei— 100 mMr/KT
bepakraHT CypsanTa (Survanta) Pl T CIIOA Ja 100 Mr/KT
W3 JIETKUX TEJIST
AnbBeodakT Hatypanbhbrii
BoBakraHT (Aleomcn) S I'epmanms Ja 50—100 mr/kT
CypdaxranT BJI, HarvoansHsiii
Cypdakrant-BJI Brocypd ngqm Poccust Jla 50—75 Mr/Kr
(Surfactant-BL)
Cypdaxrant-TA Cyiis LikyyipRy e C) Anonus Her 100 mr/kr
yp (Surfacten) OBIYMIA
HarypanbHsrii,
Kanbdakrant Hndacypd (Infasurf) JIaBaX JIETKUX CILIA Her 35 mr/kT
TEJST
P CHUHTETUYECKUM,
ANBMUTAT Ox3ocypd (Exosurf) HE colIepxalluui CLIA Her 67,5 Mr/xr
0eJsiok
CUHTETUYECKHUIA,
ITymakraHT ALEC He cojepxanuii  BenukodbputaHus Hert 2—4 no3sl 1o 100MT
0esoK
CUHTETUYECKUIA,
CuHanyabTuI Cypdakcun (Surfaxin) ¢ godaBiaeHrEM CIIIA Ha —
Oeska
CHUHTETUYECKUIA,
Jlysynynabtun BenTukyr (Venticute) ¢ 100aBJIeHUEM T'epmanus Hert —
Oenka

CpaBHeHMe 3(PHEKTUBHOCTU CypdaKTaHTOB KMUBOT-
HOTO TIPOMCXOXICHUSI, a UMEHHO OepaKTaHTa U TOpaK-
TaHTa ajb(da BBISIBUIO 3HAYUTEJIbHOE YBEJUUEHUE pUCKa
CMEPTH, TOTPEOHOCTM B KUCIOPOAOTEparuu Ha 36-if
Henesie TTOCTKOHIIETITYaJbHOTO pPa3BUTHSI, YBEJIMYCHHUE
MOTPEOHOCTU B JOTOJHUTEIbHBIX A03aX cypdakTaHTa
Y HOBOPOXIEHHBIX, MOJy4aBIIUX MOAU(DUIIMPOBAHHBIN
9KCTPaAKT cypdakTaHTa U3 U3METbYEHHBIX JIETKUX ObIKa,
IO CPaBHEHUIO C IKCTPAKTOM cypdaKTaHTa U3 U3MEJb-
YeHHOW TKaHM Jjierkoro cBuHbM [32]. Ilpu cpaBHeHUMN
cyphaKkTaHTOB TIPUPOJHOTO U CUHTETMYECKOTO TIpO-
ucxoxneHusi ¢ Hayaita 90-x rogoB MPOILJIOTro BeKa
U 10 HACTOSIIIIET0 BPEMEHM MHOTOYMCICEHHBIC MCIIBITA-
HUs BCE elle MOKa3bIBalOT, YTO MOAU(UIIMPOBAHHbIC
HaTypaJibHble Cyp(haKTaHThl TIPEBOCXOMSAT CHUHTETUYE-
ckue 1o 3(P(GEeKTUBHOCTU Y HOBOPOXIEHHBIX, CHMXasl
PUCK pa3BUTHS ITHEBMOTOpAKCa, YKECTOUCHHUS Mapame-
TPOB MCKYCCTBEHHON BEHTWJISILIMU JIETKUX W JajbHE-
1IeTo pa3BUTUSI OPOHXOJIETOUHOM nucrazuu [1].

Cpoku BBefieHUsl 3K30reHHOro cypdakraHTa
npu pecnMpaTopHOM AUCTPECC-CUHAPOME

IlepBbie paHIOMMU3MPOBAHHBIE TIIALIE00-KOHTPO-
JIMpyeMble HCClenoBaHus, mpoBeaeHHbIe B 90-X romax
XX Beka, moarBepanyiv 3(hheKTUBHOCTh U 0€30TTaCHOCTh

9K30TEHHBIX CYpP(AKTAHTOB y HeTeil ¢ pecrUpaTOPHBIM
muctpecc-cuHapomoM [31]. C Ttoro moMeHTa cypdak-
TaHTHas Teparus TIpeTepriejia 3HAYUTEeIbHbIE M3MeHe-
HUSsI, 00YCIOBIIEHHBIE, B TIEPBYIO0 0Yepeb, HOBBIMU MO~
XOIaMHM K PeCITMPAaTOPHOM MOAAEePKKE Y HOBOPOKIEHHBIX
pa3HbIX TeCTallMOHHBIX BO3pacToB [23].

Panee cuuTamoch, 4TO TpUMeHeHUE cypdaKTaHTa
B TeueHUe mepBbIX 30 MUH MOCIEe POKICHUS MOXKET YBe-
JInTh 3G GEKTUBHOCTD TTPOBEJAEHHON Tepanuu 0jaro-
JIaps JIyduieMy pacrpefesieHUI0 M CHIDKEHWIO WHaKTHU-
BalIMM OeJIKaMU B aJIbBEOJIIPHOM mpocTpaHcTBe [32—35].
DTa cTpaTeTusi U3BECTHA B OCHOBHOM KaK TpoduIaK-
THYECKOe JiedeHWe cypdaKkTaHTaMu | TIpearnojaraet
BBelleHWE Tpernapata BCEM HOBOPOXIEHHBIM IO TOTO,
KaK pecrupaTOpHbIi JUCTPECC-CUHIPOM CTaHET KJIMHU-
YeCKU 0YeBUAHBIM [36]. OmHAKO COBpeMEeHHBIE UCCIIEI0-
BaHUsI MOKA3aJId, YTO CEJIEKTUBHOE JIeYeHUE He YCTyIaeT
B 9 (GeKTUBHOCTH MpodusiakThIeckoMy rnoaxomy [37].

IMpoBomvIMCh TaKXKe MCCIETOBAHUSI, KOTOPbIE Olle-
HUBAJIMU, YJIy4dllaeT JIM paHHee CEeJIeKTUBHOE JIeYeHUe
(<2 4 mocie poxXIeHHUs) UCXOM TIO CPaBHEHUIO ¢ Oosiee
Mmo3mHUM (>2 9 Tocyie poxaeHus). MeTtaaHanus 6 paH-
JOMU3UPOBAHHBIX  KOHTPOJIUPYEMBIX HCCIIEOBaHUIA,
BKJTIOUABIINX B OOIIEH CIOXHOCTU 3577 HOBOPOXIEH-
HBIX, TIOKAa3aJl, YTO MPHU paHHEM CEJIEKTUBHOM JIeYeHUU
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3HAYUTEJIbHO CHUWXKAIOTCS HEOHaTajbHasi CMEpPTHOCTh
M 4acToTa pa3BUTHUsI OPOHXOJEroyHou mucrutazuu [38].
Tak, onTUMabHBIM TPU3HAHO TTPOBeIeHNE CYpP(haKTaHT-
HOI Tepanvu B TeYeHME TEPBLIX 3 U XU3HU HOBOPOXK-
JIIEHHBIX C pecIMpaTOPHBIM AUCTpecc-cuHApoMoM [39].
HoBblie uccnenoBaHus moxkasaim TakxKe, UTO HEMeIJIeH-
Hasg MHTYOALMST ¢ TTPOMPUIAKTUUECKUM BBEIECHUEM CYp-
¢akTaHTa MPUBOAAT K 0OJiee BHICOKOMY PUCKY CMEpTHU
1 OPOHXOJIETOYHOM MUCIUIa3UU 10 CPAaBHEHMIO C CEeJIeK-
TUBHBIM JIeYeHWEM BCJIEAICTBME HETATUBHOTO BIIUSHUS
WHTYOAlIMKY U JaJIbHENIIIel ”HBa3UBHOM MCKYCCTBEHHOM
BEHTUJISILINY JIeTKuX [38].

Borpoc o cyiiecTBoBaHUM MOATPYTITHl HOBOPOXKIEH-
HBIX, KOTOPBIM CJIEAYET MPOBOAUTD Teparnio cyphakTaH-
TOM KaK MOXHO pPaHbIIIe TOCJIe POXIAEHUSI, TTOCKOJIbKY
PUCK PEeCIIUpaTOPHOTO AUCTPECC-CUHIPOMA Y HUX Upe3-
BBIYATHO BBICOK, OCTAETCST OTKPBITBIM. MaJlblii recTamm-
OHHBIN Bo3pacT 22—23 Hen OepeMeHHOCTU, OTCYTCTBUE
JIeUeHUs] aHTeHaTaJbHBIMU CTEPOWJIAMU, TTOBBIIIEHHbIE
rmapamMeTpbl CTApTOBOM PECIIMPATOPHON TOMIEPXKKHU,
He3((HEKTUBHOCTb CITOHTAHHOTO JIbIXaHUS TTOCTOSTHHBIM
MoJoXUTeNbHBIM HaBieHueM (nCPAP-tepanuu), 3Ha-
yuMasl COTYTCTBYIOIIAsl TIaTOJIOTUsI, B TOM YHCJIe BPOXK-
JIeHHas! THEBMOHMSI, CBSI3aHbI ¢ 00JIee BHICOKUM PUCKOM
peajM3alliM  PecrupaTOpHOrO  ITUCTPeCcC-CUHIpOMa
U HEOOXOAMMOCTBIO Tepanuu cypdakTaHTOM. Y TaKuX
nereil mpoduiiakThuyeckas 3ameHa cypgakTaHTa MOXET
CHU3WTh PUCK CMEPTH M Pa3BUTHS CUHAPOMA YTEUKU
Bo3ayxa [6, 40].

Bpems mexncdy nepeoit u nocaedyrouwumu dozamu cyp-
¢akmanma. Tpu paHIOMU3UPOBAHHBIX KOHTPOJMPYE-
MBIX MCClIenoBaHUs, 00001eHHble B 0030pe Cochrane,
TMOKa3bIBAIOT, YTO MO CPABHEHUIO C OMHOKPATHOU M0301
MOBTOPHBIE MHOTOKpPATHbIE A03bl Cyp¢akTaHTa Y HOBO-
POXIEHHBIX C JUTUTETbHBIM PECTTMPATOPHBIM ITUCTPECC-
CUHIPOMOM TIPUBOIAT K YCTOMUMBOMY YIYYIICHUIO
OKCUTEHAIlMM, CMSTUYEHUIO PEXHWMOB pPeCITUPaTOPHOM
MOIEPXKUA U 00Jiee OBICTPOMY TIEpPEXOly Ha CaMOCTOSI-
TeabHOe nbixaHue [41]. JlaHHbIe 00 ONMTHMAaJIBHBIX CPO-
KaxX WA KIMHUIECKUX KPUTEPUSX JIJIST TOBTOPHOTO BBE-
neHust cypdakTaHTa B OOJBIIMHCTBE OTACICHUI PEe3KO
pasanyarTCsl U YacTO OCHOBAHBI HA TSKECTU JbIXaTelb-
HOI HEIOCTaTOYHOCTH, COXPaHSIONIEHCS MOocie TIEPBOrO
BBeneHus [42]. [pu onpeneseHUN BpeMeHU TTOBTOPHOTO
BBe/IeHUS cypdakTaHTa Bpayu 4acTO CJIEAYIOT MHCTPYK-
UM TIPOU3BONIUTEJISI, COTJIACHO KOTOPHIM WHTEpBaJ
MEKy 103aMU COCTaBIsAeT oT 6 1o 12 1 [21].

Cnoco6bl BBReaeHusi cypgaktaHTa

Kak paHee yrmoMWHaIOCh, Hayajo 3ITOXU 3aMECTH-
TeJIbHON CypdaKTaHTHOM Teparmuu Y HOBOPOKIEHHBIX
cBsizaHo ¢ paboramu T. Fujiwara, yuenoro uz Tokuo,
MMPOBOIMBIIIETO MAacCIITaOHbIe MCCIEAOBAHUS B TeUCHUE
15 ner. B 80-x romax mpornuioro Beka Oblja BbIIyIIeHA
pabora, B KOTOpOW aBTOp ITOKAa3aJl YJIYYIICHUE IbIXa-
TeJTbHON DYHKIWM Y AeTEI ¢ peCITUPaTOPHBIM AUCTPECC-
CUHIPOMOM, MOJy4YaBIIMX 0011I0C MOAUDUIIMPOBAHHOTO

SKUBOTHOTO cypdaKTaHTa B JbIXaTeJIbHbIE TYTU [IIUT.
o 8].

Tpaouyuonnsiii  memod 66edenus cypaKmanma.
IlepBeIM crocoGoM I JIEYEHUST PECITUPATOPHOTO
NHUCTPeCC-CUHIPOMa Y HOBOPOXIEHHBIX ObLIO BBee-
Hue cypdakTaHTa TIpU WHTYOAIlMM HETOCPEeICTBEHHO
B 3HIOTpaxealbHyl TpyOKy. W HBa3uBHBIE pecrupa-
TOPHBIE METOMIBI JIEYEHUSI OB CBSA3aHBI C YaCTHIM BO3-
HUKHOBEHUEM TaKWX TSDKEJIbIX OCJIOXHEHMN Yy HeIo-
HOIIIEHHBIX JIeTeli, KaK OpOHXOJieroyHasi AMCILIa3us,
HEBPOJIOTMYECKHE HapyIlIeHWs], BOSHUKHOBEHUE Oapo-,
BOJIIOMOTpPABM, pa3BUTHE PETUHOMATUM HEIOHOIIeH-
HbIX [43]. Pa3paboTka HOBBIX ME€HEe MHBAa3MBHBIX ajlb-
TEPHATUBHBIX CIIOCOOOB BBeneHUS cypdakTaHTa ObLIO
CBSI3aHO C MPUMEHEHMEM B Ka4eCTBE CTApTOBOI PECITM-
paTOpHOI TOAIEPXKKM HEWMHBA3UBHOW WCKYCCTBEHHOM
BEHTWISILIUM JIETKUX.

ManounsazusHovle chocobvl 66edenus cyphakxmanma.
AKTHBHBIN TIOMCK MeHee WHBA3WBHBIX CITOCOOOB BBe-
JIeHns cypdakTaHTa TIpuBea K OTKpHITHIO B 90-X romax
CKaHIMHABCKMM Yy4yeHBIM L. Victorin m coaBT. [1uT.
no 42] manounsazuBHoro criocoba INSURE. Meron
INSURE  (Intubation—Surfactant—Rapid—Extubation;
MHTYOalusI—cyphakTaHT—3KCTyOaus1), onucaHHbiii K.
Bohlin, 3akmmiouaeTcst B BBemeHUM cypdaKTaHTa BO BpeMsI
WHTYOAlMM, KPaTKOCPOYHON BEHTWJISILIMU TIOC]E 3TOTO
IUISI YCKOPEHMST paclipesie/ieHusl Tiperapara u najbHel-
et ckopeiimeit akcrybamuu. OqHaKO KpaTKOBpPEMEH-
Hasi MHTYOAlMsl BCE eIle COIMPOBOXIANach BBICOKUM
PUCKOM MEXaHMUYeCKOW TpaBMbl JIETKOTO, pa3BUTHEM
BHYTPUKEJTYOUKOBOTO KPOBOMBJIUSHUS, YTO TPEOOBAJIO
MPOIOJIKEHUSI TToMcKa 0€3MHTY0alIMOHHOTO criocoba.

K 1992 r. neonartonor n3 Jdanuum H. Verder mipenyo-
SKWJT MUCTIOJI30BaTh TOHKWM KaTeTep WIK JJApUHTeaJIbHYIO
Macky IS BBelleHus cyp¢akTaHTa BO BpeMsI CIIOHTaH-
HOTO JbIXaHUsI pebeHKa. DTO OTKPHITHE ObLIO 3a0bITO
1o ero nmoBTopHoro BBeneHust A. Kribs un ee Kosuteramu
un3 l'epmanum ciiyers 10 et [uur. 1o 44].

B Hacrosiiiee BpeMsi  CYIIECTBYET JBa OCHOBHBIX
MaJIONHBA3UBHBIX Ccroco0a BBeAeHUST cypdakTaHTa:
MaJlIouHBa3uBHOe BBeneHue cypgakranta (Less Inva-
sive Surfactant Administration, LISA) u MuUHMMaIbHO
WHBa3uBHas1 Tepanusi cypdakrantom (Minimally Inva-
sive Surfactant Therapy, MIST). B HenaBHuX cucrema-
TUYECKMX 0030pax IMoKa3aHO, YTO MEeHee MHBA3MBHbIC
METO/IbI Tepanuu cyp(hakTaHTOM 3HAYUTEIbHO CHUXAIOT
PUCK pa3BUTHSI OPOHXOJIETOYHOM AUCIIa3UM, BHYTPUXKE-
JIyTOYKOBBIX KPOBOUBJIUSIHUN U CMEPTHOCTb Y HETOHO-
1IeHHbIX aeTeit [45]. OHUM TakKe CHUXAIOT BEPOSITHOCTh
WHTYOAILIMY 1 OCJIOKHEHUH B TeueHue 72 4 1Mociie pPoXie-
HUSI M YMEHBINAIOT OOJTbHUYHYIO CMEPTHOCT.

Takum o0Opa3oM, eBpomneiicKrie peKOMEHOAILNN,
oOHoByieHHbIe B 2022 1., TpemiaraloT sl Haubosee
3¢ GEKTUBHOTO JIeYeHUSI HOBOPOXIEHHBIX C pecriupa-
TOPHBIM JUCTPECC-CMHIPOMOM IIPOBENeHUE HEeWHBa-
3UBHOI MCKYCCTBEHHON BEHTWJISILIMM JIETKUX METOIOM
CO3/IaHUSI  TIOCTOSTHHOTO  TIOJIOXKUTEJIbHOTO  JaBJIEHUS
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B IBIXaTeJbHBIX MYTAX (METOA B MEXIYHAPOIHOM TIPU-
MeHeHMHU 13BecTeH Kak Continuous positive airway pres-
sure, CPAP) unu ucnosb3oBaHre Ha3aJdbHOW BEHTUJISI-
IIMU C TIePEeMEXAIOIINMCS TIOJIOXKHUTEIbHBIM JaBJIeHUEM
(sNIPPV) c BBenenuem cypdakranta meronom LISA [21].
Hcrnonbp3oBaHre METOAMKUA MWUHHUMAJIBHO WHBAa3UBHOM
tepanuu cypdakrantom (MIST) Ttakke 3akimouaercs
B JO0CTaBKe cypdaKTaHTa B Tpaxelo yepe3 TOHKUIA KaTe-
Tep, 3HAUNUTETHHO OoJiee Y3KMil, YeM 3HIOTpaxeaabHas
TpyOKa [21].

Hueansyuonnwlii  cnocobd  eeedenus cypghakmanma.
ITonbITKM BBeNEeHMS TMperapaToB cypdakTaHTa ¢ TTOMO-
IIbIO a3p030Jisd OBIIM MPeanpUuHITH emle B 90-x romax,
OTHAKO W B HACTOSIIIEE BPEMSI PEe3yIbTaThl HCITOIB30-
BaHUS JAaHHOTO METOAA OCTAIOTCSl HEYIOBIETBOPUTEb-
HeiMu. HeaddekTrBHOCTh TaHHOTO crocoba cBsi3aHa,
B TIEPBYI0 OdYepenb, C TPYAHOCTBbIO TOAOOpa armapara
I BBeIEHUWST Tipemapara. BBemeHue cypdakrtaHTa
C TIOMOIIBI0 MHTAISIIIUOHHOTO cIlocoba Takke Tpedyer
GOJIBIINX 103 JJI HAKOIUIEHWS TIperapata B JIETOYHOM
TKaHM, a 3TO YIJIUHSIET BPeMsT TIPOBEICHUS TTPOIIETYPhI
U YBEJIUYMBAET CTOMMOCTH JeueHMs. o cux Mmop HeT
HU OTHOTO YCTPOMCTBA TSI a3PO30JIbHOM TOCTaBKU TIpe-
mapaToB cypdakTaHTOB [46, 47].

MpumeHeHune cypdakTaHTa y rnyooko
HelOHOLLEHHbIX HOBOPOXAEHHbIX

Pesynbrarhl mocieagHUX McCleq0BaHU 00YCIOBUIN
M3MEHEHUs B TTOIX0/IaX K PECIIUPATOPHOI Tepanuu, po-
BOJMMOW B POIMJILHOM 3aJjie, OCOOEHHO y JIeTeil ¢ 2KC-
TpeMaJIbHO HM3KOW Maccoil Tejla, MU COOTBETCTBEHHO
B criocobe mocTaBKM cypdakTaHTHOI Tepamuu. Panee
PEKOMEH/IOBAJIOCh HAUYMHATh CTapTOBYIO PECIUPATOP-
HYIO Teparuio ¢ HEMHBA3MBHOU MCKYCCTBEHHON BEHTU-
JIIOUM JIeTKuX Mackoii, a merog CPAP ucrmonb3oBaTh
rmocJie CTabMIM3alM CeplIeuyHON NesaTeIbHOCTU U IbIXa-
Hus. B Hacrosiiee Bpemsi cozgaHue M TMOJAepXKaHUe
HETIPEPBIBHOTO TTOJIOXUTEJIBHOTO TaBJIEHUS B IbIXaTe/b-
HBIX MYTSIX MPU3HAHO HEOOXOAMMBIM 2JIEMEHTOM paHHEM
CTabMIM3alMA  COCTOSIHUSI TJYOOKO HEIOHOIIEHHOTO
pebenka [35].

CPAP-tepanust cerogHst CYMTAETCST «30JIOTBIM CTaH-
IapTOM» PECIUPATOPHON MOAAEPKKU HEITOHOIIEHHBIX
HoBopoxXaeHHBIX [21, 48]. CoueraHne HEeMHBAa3UBHON
WCKYCCTBEHHOW BEHTWJISIIMM JIETKUX W PaHHEro Tepa-
MEeBTUYECKOTO BBeAeHUST cypdakTtaHTa metomom LISA
MPU3HAHO ONTUMAaJIbHOM KOMOMHAIIMEN Teparu pecriu-
paTOpPHOIO AUCTPECC-CUHAPOMA Y HOBOPOXKICHHBIX J1aH-
HOI TPYTIIIHI.

Jns neteit, y KOTOPBIX HECMOTPSI Ha BEHTUJISILIIO
C TIOJIOXKUTEIbHBIM JaBJICHUEM Yepe3 MacKy WJIM Ha3allb-
HbI€ KaHIOJIM, a TaKXe Y OOJIbIIMHCTBA HOBOPOXKIEHHBIX
C TeCTallMOHHBIM BO3pacToM 22—24 Hel, COXpaHSIOTCS
IJTATEJIbHBIC alTHO? 1 OpaauKapausl, IpeAarnoYTUTeIbHbIe
CTpaTerMu COCTOSIT B TIPOBEACHUM BBICOKOYACTOTHOM
WCKYCCTBEHHOW BEHTWJISILMU JIETKUX C HU3KUM JIbIXa-
TEJIbHBIM 00BEMOM U BBeIeHUU cypdakTaHTa 3HIO-

Ob30Pbl JINTEPATYPbI

TpaxeaJlbHO B KpaTyaiiume cpoku. Hawmbonee paHee
BBelleHWEe CcypdakTaHTa CIOCOOCTBYET IOCEIYIOMIEi
ckopeiimreit axctyoamum [21, 49, 50]. BBenenue cypdak-
TaHTa TIPU TTOMOIIY JJAPUHTEeaTbHOM MacKU MOKET OBITh
HCTIOJIb30BaHO Y HOBOPOXKIEHHBIX C Maccoil Tejia 6oee
1000 T [49].

NpumeHeHne cypdakTaHTa y yMEpeHHO
HEeAOHOLUEHHbIX U MO3AHUX HEALOHOLUEHHbIX
HOBOPOXAEHHbIX

Ecam pebGeHOK ¢ poXIeHUs KPUUNUT, aKTUBHO JBIIIINT,
TO MPOJUIEHHOE pa3fayBaHWE JIETKUX MPOBOAUTH HE Clie-
nyetr. B aToM ciydae nersiM, poIMBIIMMCS Ha CpPOKe
recraiuu 32 Hed M MeHee, pecIMpaTOPHYIO Tepaltnio
cienyeT HaunHath MetonoM CPAP ¢ naeieHueM 5—6 cM
Bo. cT. HemoHOIIEHHBIM AeTSIM, POIUBIIMMCS Ha CPOKE
rectauuu ©Oosnee 32 Hen, CPAP crneayer npoBomuTth
MPU HAJTUYUU AbIXaTeIbHBIX HapylIeHui [21].

Kpurepusimu nHeadbdexktnHoctn CPAP kak crap-
TOBOTO METONa PECMUPATOPHON TMOMIEPKKA MOXHO
CYUTaTh HapacTaHUE CTEeTNEeHU TSKECTU JIbIXaTebHBIX
HapylleHUi B IMHaMUKe B TeueHue nepBbix 10—15 MuH,
KOTOpOE TIPOSIBISIETCS] BBIPAKEHHBIM y4acTHUEM BCITO-
MOTaTeIbHOW MYCKYJIAaTypbl U MOTPEOHOCTHIO B JIOIOJ-
HUTENIbHOM OKCUTeHAlMW ¢ (pakiueid BIbIXaeMOTO
Kkuciopona 6omee 50%. DT KIMHWYECKUE TPU3HAKU
CBUETEJICTBYIOT O TSIKEJIOM TEUEHUM PecTMpaTOpHOTo
JIUCTPECC-CUHAPOMAa y HENOHOIIEHHOTO, 4YTO TpedyeT
BBeICHUS 3K30TeHHOTO cypdakTaHTa [21].

B otmeneHum peaHUManvu IETSIM, POIUBIIUMCS
Ha cpoke MeHee 35 Hell, ¢ pecrMpaTOpHON TOmIepPXK-
KO TOCPEACTBOM HEMHBA3WBHOM MCKYCCTBEHHOI BEH-
TUIAIUN JIETKUX TIOKa3aHa cypgaKTaHTHas Teparust
npu oneHke mno mkKaire CuibBepmaH Oojee 3 OalioB
B TIepBbie 3—6 U XU3HM, IMPU TTOTPEOHOCTU BO (hpaKIIuu
BIObIXaeMOTO KUciopona a0 35% Ui TTallMeHTOB MeHee
1000 r u 1o 40% y neteii 6onee 1000 r [30].

MpumeHeHue cypdakTaHTa y AOHOLUEHHbIX
HOBOPOXAEHHbIX

Eme HemocTtaToyHO DOKA3aTeNbCTB IJISI BBIPAOOTKU
pPEKOMEHAIIMI TI0 MCMOJIb30BAHNIO 3K30T€HHOTO Cyp-
daxKTaHTa y JOHOIIEHHBIX HOBOPOXKICHHBIX C pecIirpa-
TOPHBIM JVCTPECC-CUHAPOMOM M3-3a HEOJHOPOIHOCTU
maHHbeIX. Kak mpaBmio, pa3BUTHE IBIXaTeIbHON HEIO0-
CTaTOYHOCTH Y HOBOPOKIECHHBIX 3TOI TPYIIIHLI CBSI3aHO
cKopee ¢ KadyeCTBEHHBIM HapylIeHneM cypgakTaHTa
MpY CUHIPOME acHUpallii MEKOHUS, JIETOYHOM KPOBO-
TeUEHUHU, BPOXKIECHHON MTHEBMOHUHA, JbIXaTeIbHOM HEI0-
CTaTOYHOCTH, CBSI3AHHOI C cericrcom [45].

MpumeHeHune cypdakTaHTHON Tepanuu
ANS Ie4eHUs HeOHaTaslbHOro OCTPOro
pecnupaTopHOro AucTpecc-cuHapoma

TToMmumo JjiledeHUsT pecrnupaTOpPHOTO IHUCTPECC-CUH-
npoMa CypdakTaHT TakxKe WCMOJIb3yeTcsl JUIsSl JIeUeHUs
TSDKEJIOTO  CMHIpOMa  aclupaliMi  MEKOHMSI, BPOX-
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JNIEHHOW ITHEBMOHMU, JbIXaTeJIbHONH HEI0CTaTOYHO-
CTHU, CBSI3aHHOW C CETCHCOM, JIETOYHOTO KpOBOTEYE-
HUSI, OuadparManabHONl TPBIKU, KOTOPbIE OOBEIMHSIOT
B IPYyMITy OCTPOTO PECIIMPATOPHOTO AUCTPECC-CUHIpOMA
[50, 51]. DTn pecrtmpaTopHbIe HapYIIEHUST XapaKTepU3y-
I0TCS He TIPOCTHIM ITEPBUYHBIM Ie(PUIIUTOM cypdaKTaHTa
U3-3a HEJIOHONIIEHHOCTH, a cKopee 0oJiee CIOXHBIM
Ka4eCTBEHHBIM/KOJTNYECTBEHHBIM BTOPUYHBIM TTOBPEXK-
JIEHVEM.

JlanHbie 110 3(h(PEeKTUBHOCTU TIPUMEHEHUS Tpernapa-
TOB cyp(akTaHTa Yy HOBOPOXXIEHHBIX C TIepeYMCIACHHBIMU
HO30JIOTUSIMU 3HAUMUTEJIbHO BapbUpyloT. YacTo pesyib-
TaT JICUEHUs CBSI3aH JIMIIIb C BPEMEHHBIM YJIyUllIEeHUEeM
OKCHUTEHAIIUU, HO HU ISl OMHOTO U3 COCTOSIHUIA, BXOIsI-
IIXX B TPYIIITY OCTPOTO PeCIIMPaTOPHOTO AUCTPECC-CUH-
IipoMa, He CYIIECTBYET JUIUTEJIbHOTO KIIMHUYECKOTO Tpe-
UMYIIECTBa Tepanuu cypdakranTtom [17].

Korma peub unmer o6 ocTpoMm pecrnupaTOpHOM JMC-
Tpecc-CUHAPOME, MPU KOTOPOM Cyp(dakTaHT cTpamaeT
U3-3a CJIOXHOTO BTOPUYHOTO TOBPEXIEHUS, MalM-
€HTOB OTOMPAIOT C YYETOM HECKOJIbKUX KIMHUYECKUX
XapaKTepUCTUK B COUETAHWM C BU3yalIM3allUeil JErKUX
1 OGUOJIOTUYECKUMU KPUTEPUSIMU, KOTOPbIE MOTYT OBbITh
He CBsI3aHbI ¢ (PAKTUYECKUM CTaTycoM cypdakTaHTa [52].
HecrnocoGHOCTh TIpaBUIBHO MASHTUGUIMPOBATH TMalv-
eHTa, HYXIAIIIEToCs B JICUeHUM CypdaKTaHTOM, O0b-
SICHSIET TTPOTUBOPEUYNBBIC PE3YIbTaThl UCITBITAHUM, U3Y-
yaromux 3PPEeKTUBHOCTh M O€30ITaCHOCTh DK30TeHHOTO
cypdakTaHTa y JIeTell ¢ OCTPhIM PECIUPATOPHBIM JTHC-
Tpecc-CUHApOMoM [52].

MpumeHeHue cypdakTaHTa NPpU reHeTUYECKUX
HapyLleHUsX CMHTe3a cypdakTaHTa

JuchyHkims cypdakraHTa, CBI3aHHasl C TeHETHUYe-
CKVMMM HapyIIeHUSIMUA, — PeaKas MpUIMHA XPOHUYECKOM
pedpakTepHOil K TPOBOAMMON Teparnuu AbIXaTeJbHOMN
HEIOCTaTOYHOCTH Y HOBOPOXIEHHBIX. 3aMeCcTUTEebHasI
Tepanus cypdakTaHTaMu B JaHHOM CJyyae OKa3bIBaeT
JINIITb BpeMEHHBIN 3 deKT, He3HAUUTEIHbHO YBEJIUIMBast
MPOMOJIKUTEILHOCTh XKU3HU. BhIsIBIeHNE KOHKPETHOM
TeHEeTUYECKOW MyTallMy TOTEHIIMAJIbHO MOXET MpPeaoT-
BPaTUTh TSKEJIOE M CTPEMMTENIbHOE MPOrpecCupoBaHNe
XpOHMYECKUX 3a0ojieBaHMil Jerkux. BpIssBieHa acco-
uvanus cypdakTaHTHON AUCHYHKIUU C HApYUIEHUSIMU
B cnenywonux reHax: SFTPB, SFTPC, ABCA3, u NKX2.1
[53, 54].

Mecpuyum SP-B. AyTOCOMHO-pelleCCMBHAsI MyTa-
s B reHe SFTPB BcTpeuaeTcst ¢ yacToToil 1 Ha MWII-
JIMOH XXUBOPOXAeHUI. MyTaliusi B 1aHHOM T'eHe TPUBO-
JIUT K MOJHOW WX MOYTU MOJHOM MOTEepe IKCIPECCUN
3pesjoro SP-B, 4TO BBI3BIBaeT pa3BUTHE HEOHATAIb-
HOM TUITOKCHUYECKOU IbIXaTeJIbHON HEI0CTaTOYHOCTHU
U XpoHMYeCKHe 3abojieBaHUs JIeTKUX. EAMHCTBEHHBIM
9GO @GEKTUBHBIM U JOCTYITHBIM Ha HACTOSIIIUI MOMEHT
CrIoco0OOM JIeYeHUsI BBICTYIaeT TpaHCIUIAHTAIUS Jier-
KMX, 0e3 KOTOpOW AETM YMUPAIOT B TEUEHUE TMEPBBIX
MecsIeB Xu3Hu [53—55].

JI1st maHHOM MyTallMy TakKe pa3padaThIiBaeTcs IIpe-
napaT TapretHoi Tepanuu. McciemoBaHue 1o OlLIEHKE
3¢hGEeKTUBHOCTM  3TOTO  Iperapara  MPOBOAMIOCH
Ha MBIIIaX MOCPEACTBOM JHIOTPaXealbHOTO BBEIECHUS
BUPYCHOTO BEKTOpa CO BCTpOeHHBbIM reHoMm SFTPB.
BBeneHue TPOIMHOTO K JIETKMM BEKTOpa BOCCTAHOBMIIO
¢dyHKIMI0O cypdakTaHTa W yJIydIIuiao (HU3NOJIOTUIO
JIETOYHOM TKaHu [56].

Megpuyum SP-C. AyTOCOMHO-TOMUHAHTHAsT MYyTallUs
B reHe SFTPC cBsi3aHa ¢ IIIMPOKUM CITEKTPOM KIMHUYE-
CKUX MPOSIBIIEHUI, OOYCIOBIEHHBIX Pa3BUTUEM JIETATb-
HOM TUITOKCUYECKOU IbIXaTeTbHON HEIOCTaTOUYHOCTH,
MHTEPCTUIIMATIBHBIX JIETOYHBIX 3a00JIeBaHUI, PELUIM-
BUPYIOIINX PECTTUPATOPHBIX WHMEKINI W JIETOYHOTO
bubpo3a. i nedeHUs MOTYT WUCIIOJB30BAThCS a3u-
TPOMUIMH, TUAPOKCUXIOPOXWUH, CTEPOMIBI M TpaHC-
rutaHTaumst jgerkux [53, 57]. IlepcrieKTUBHBIM Harpas-
JIEHWEeM Teparuy TPy JaHHOM THUIe MyTalluii TTPU3HAHO
peIakKTUPOBaHUE T€HOMa IOCPENCTBOM HCIOJIb30BaAHUS
nykiea3 CRISPR/Cas9, ynakoBaHHBIX B aIeHOACCOIIUM -
POBaHHBIN BUPYC, C LIEJTbI0 HEUTpaIn3alu KOHKPETHOM
MUCCeHC-MyTaunu [58].

Megpuuyum ABCA3. Haubonee yacrast MyTalus cpeau
TeHETUYECKUX HAapYyIIEHWH, CBSI3aHHBIX ¢ JUCHYHKIIMECH
cypdakraHTa. Yacro ayToCOMHO-pelieCCUBHasi MyTa-
LIUST B JaHHOM Te€He acCOLMMPOBaHa ¢ TEPMUHATbHBIMU
3a00J1eBAaHUSIMU JIETKMX C Pa3BUTUEM WHTEPCTULIAAIb-
HBIX JIETOUYHBIX 3a00JI€BaHUI1 B TIEPBbIE MECSIIBI XKU3HM.
Jnst nedeHnsT MCTOJb3YIOTCS CTePOUIBI, TUAPOKCUXIIO-
POXWH, a3UTPOMUIIMH U TPAHCIUIAHTALIUS JIETKUX Y HOBO-
poxaeHHbIX. KpoMe Toro, ObUIM TIpOBECHBI MCCIeI0Ba-
HUSI, pe3yJbTaThl KOTOPBIX YKAa3bIBAlOT HA BO3MOXKHOCTh
WCITOJIb30BaHUST KoppekTopoB U moTteHimaropoB CFTR
(Cystic Fibrosis Transmembrane conductance Regula-
tor, TpaHCMEMOpaHHBII pETYIsATOpP MYKOBUCIIMIO3a)
IS HeKOTOPBIX yiofeii ¢ nedunmrom ABCA3, B 3aBucu-
MoCTHU OT TeHoTtumna [53, 59].

3abonseganue necKux, accoyuuposaHHoe ¢ hakmo-
pom mpauckpunyuu wumosuonoil rcenesvl 1. TTF-1 —
HeOoNbIIoN OeJIoK, 3KCIpPEecCUpyeMblii B  JIETKUX,
IIUTOBUIHON XeJie3e, 0a3albHBIX TAHTJIUAX U THITOTa-
JlaMyce, UTparolInii MHOXECTBO poJieii B ¢hhopMHUpOBa-
HUM 1 (GYHKIIMOHMPOBAHUU OpraHOB. MoHOaIeIbHbII
ayTOCOMHO-IOMUHAHTHBIM BapuaHT myrtanuu HKX2.1
CBSI3aH C CHUHIPOMOM «MO3T—JIeTKHe—IIIUTOBUIHAS
XeJe3a», KOTOPbIi acCOIMMPOBAaH CO CJIOXHBIM (heHO-
TUTIOM, BKJTIOYAIOIIMM TUIOTHPEO3, TOOPOKAYECTBEH-
HYI0 HaCJIeJICTBEHHYIO XOpEl, XpOHUUYECKYI0 00Je3Hb
MOYeK W WHTEPCTUILIMATbHBIE 3a00JIeBaHUST JIETKUX.
JleyeHne Tipy JaHHOI MyTallMM OCHOBBIBAETCS Ha TIPU-
MEHEHUU CTEPOUIOB, a3UTPOMUILIMHA, TUAPOKCUXIOPO-
xuHa [53, 54, 60].

3aknovyeHue

C MOMeHTa CBOEro TIOSIBIEHUS, MpeTepIieB MHO-
KeCTBO M3MEHEHUii, Tepamnusi cyphakKTaHTOM cTaja
OIHUM M3 CaMbIX YCMEIIHbIX HOBOBBEIEHUN B MHTEH-
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CUBHOI Tepamnmuu HOBOPOXIEeHHBIX. Pazpaborka Oosee
HOBBIX TMOJIXOM0B K BEIEHUIO HOBOPOXICHHBIX AeTei
C PpEecCnupaTopHbIMU PACCTPOMCTBAMM JaJlo HaAyajio
U TIOCTIOCOOCTBOBAJIO NaJIbHEHIIEeMY pa3BUTUIO HayKu
0 HeJOHOIIeHHbIX neTsx. Cucremaruszauusi WM nera-
JIM3alMs TIOKa3aHU K MPOBEAECHUIO 3aMECTUTEIbLHOMN
cypdakKTaHTHOW Tepamnuu, WHIWBULYAIbHBIM TOAXO
K KaXIOMy HOBOPOXIEHHOMY CTajld KJIOUeBbIMU (haK-
TOpaMu, MPUBEAIIMMHU K YMEHBIICHUIO HEOHATaJIbHOM
CMEPTHOCTH, CHUKEHUIO pUCKa peaan3aiiiu B JajJbHe-
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Hedpocuunrurpadus ocraercs cambiM HH(POPMATHBHBIM METOAOM BU3YATH3AIMN U OlleHKH (hyHKINM noveK y neteii. OH no3BoJisieT
BBISIBUTb 0Yaru pyOueBaHus NOYeYHOii MapeHXUMbl H IPOTHO3UPOBATH IMHAMMKY PA3BUTHS XPOHHYECKO# 0oJ1e3HM novyeK. B HacTo-
siee BpeMsl IIMPOKO M3Y4aeTcsl CHOCOOHOCTh MCKYCCTBEHHOTO MHTEJLUIEKTA MPeBPAaTh OObIMHYI0 MEIUIMHCKYI0 BH3YAJIN3ALUI0
B NMOJHOCTBI0 ABTOMATH3MPOBAHHBIA AMATHOCTUYECKHMII HHCTPYMEHT. B J0mo/HeHne K KaueCTBEHHOMY aHAJM3Y, BBINOJIHAEMOMY
NP MEJUIMHCKON BU3YATU3AIMM NOYEK, TEKCTYPHDII AHAJIM3 HHTETPUPOBAH C METOJAMH MAIIMHHOTO 00YYeHHUsI B KAUeCTBe KOJIM-
YeCTBEHHO¥ OLIEHKH TeTePOreHHOCTH M0YeYHOil TKAHH, YTO 00eCceYnBaeT MHOr000e Aol JONOIHATEbHbIH HHCTPYMEHT B IPO-
THO3MPOBAHMH CHIDKEHHUSA (DYHKIMH NOYeK.

Karoueevte caosa: demu, neghpocyunmuepaus, 06cmpykmugHsle yponamuu, UCKYCCmeeHHblil UHMe1eKm, KOMAbIOmepHoe 3peHue.

Ana untuposanuns: Typos @.0., Susik C.1., Kyaneuyosa 3.10., KpanuskuH A.U., Bpybnesckas E.H. CoBpemeHHoe npeacTasiaeHue 06 uc-
M0/71b30BaHNN Pa3/INYHbIX METOAO0B BU3yann3aunu rnpu paguoHyKIMaAHOM UCCIEA0BaHNN NoYeK y AeTei. Poc BeCTH nepuHaTon v neavarp
2025; 70:2(2): 17-20. DOI: 10.21508/1027-4065-2025-70-2 (4.2)-17-20

Renal scintigraphy remains the most informative method for imaging and assessing kidney function in children to this day. This method
allows for the detection of scarring foci in the renal parenchyma and enables the prediction of the progression of chronic kidney dis-
ease. The ability of artificial intelligence to transform routine medical imaging into a fully automated diagnostic tool is currently being
widely explored. In addition to qualitative analysis performed on renal medical imaging, texture analysis has been integrated with
machine learning methods as a quantitative assessment of renal tissue heterogeneity, providing a promising additional tool in pre-
dicting renal function decline.

Key words: children, renal scintigraphy, obstructive uropathies, artificial intelligence, computer vision.

For citation: Turov F.O., Yatsyk S.P., Kuznetsova Z.Yu., Krapivkin A.l., Vrublevskaya E.N. Modern concept of using imaging methods in radionuclide
kidney studies in children. Ros Vestn Perinatol i Pediatr 2025; 70:(2/2): 17-20 (in Russ). DOI: 10.21508/1027-4065-2025-70-2 (p.2)-17-20

Bmyanmam/m MoYyeK B SIAEPHON MeauliMHe (pamuo- (pamnodapmanieBTuueckue mpemnapathbl). CrnenuaibHO

MN30TOIMMHOEC UCCICOOBAHUEC TIIOYCK, WU HC(bDOC-
HI/IHTI/IFpaCbI/ISI) — MECTOJ OLEHKH COCTOAHHUA I104YECYU-
HOM IMape€HXUMbI U COGI/IpaTCJTbHOﬁ CHUCTEMBI ITOYKH
C  MUCIIOJIB30OBAHHMEM  paJIMOAKTUBHBIX HWHIAWKATOPOB

pa3pa6OTaHHbIC raMMa-KaMe€pbl ITO3BOJIAKOT OTCICIUTDH
IIYTb 9TUX PAIUOAKTUBHBIX MHIMKATOPOB. BI/I3yaJ'lI/I3a—
N MOYEK BBIMMOJHACTCA 4YEPE3 2—4 4 mocne BBCACHUA
paarnoaKTUBHOIO MHAMKATOpPA. PaZ[I/IOI/ISOTOHHOe uccljie-
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JNIOBaHWE B OTJIWYUU OT TO3UTPOHHO-IMUCCHOHHOMN
ToMorpauu U OAHOMOTOHHOW OSMUCCUOHHON KOM-
MBIOTEPHOI TOMOTpauu TO3BOJISIET MOJYIUTh TOJIBKO
«JIMHEeHbIe» N300paXxkeHus rmoyek [1].

B nenuaTtpuyeckoit mpakThKe UCTIONb3YIOT ABA OCHOB-
HBIX METOJIA TSl PAIMOU30TOITHOTO UCCIEIOBAHUST TTOUEK:
CTaTUYECKYI0 U IWHAMMYECKYI0 HehpOCIUHTUTAbUIO.
JuHamuueckass  HedpOCHUHTUTpachUsl  BBITIOJTHSIETCS
¢ ucnoib3oBaHueM Tc-99m MAG?3 (texHennit-99m mep-
KanToaueTunTpuriuiH) win Tc-99m DTPA (nuatu-
JIEHTPUAMUHITEHTAAleTaT), a CTaThdeckass — C MCIOb-
3oBaHueM Tc-99m DMSA (2,3-nmumepKanTocyKinmHOBasI
kucnora). Kpome toro, Tc-99m DTPA MoxXHO uCIONb-
30BaTh [JIS1 pacyeTa CKOPOCTU KIIyOOUKOBOM (hUIbTpaLIuU
0e3 OLIeHKHM BU3YaJIbHOTO COCTOSTHUS TOYeK [2].

JuHamMu4eckass CUMHTUTpadusT TIOYEeK ITO3BOJISIET
OLIEHUTh Tep(y3nio TOoUeK W BBIBeIEHHE pamarodap-
MalleBTUYECKOTO TIperapata 4Yepe3 COOMpaTeTbHYIO
cuctemy nouku. Tc-99m MAG3 cekpetupyercsi B 1uC-
TaJbHOM 4YaCTU TMPOKCUMAJIBHOTO KaHajblla IyTeM
akTUBHOM cekperuu, a T1c-99m DTPA ynmanserca
13 KpOBU KJTy0oukamu nmyteM dunbrpanuu [3]. XoTs oba
pamrodapMITperiapata 06ecIieYuBaloT Xopoliiee n300pa-
xxeHne, MAG3 nmeeT 6osiee BHICOKYIO CTENEeHb BbIBEIE-
HUST TTIOYKAMU Y XUMUYECKYIO YUCTOTY W Yalle CIYXHUT
npernapaToM BbIOOpa TMPU BU3YaJTbHOM OIIEHKE COCTOSI-
HUST BEpXHUX MOYEBBIBOISAIIMX TyTeil. Ecim manmeHTy
TpebyeTcss OMHOBpEMEHHOE M3MEpEeHUEe CKOPOCTU KITy-
OGOUYKOBOI (DUIBTPALIMU, TO MPEATTIOYTUTEEHO MCITOTb-
3oBath Tc-99m DTPA.

Cratndeckast He(pOCUMHTUTPADUST TIO3BOJISIET BU3Y-
aJIM3MPOBaTh KOPKOBOE BEIIIECTBO MOYEK ITOCIIEe BBEACHUS
Tc-99m DMSA. DMSA — wuzeanbHbll paaroaKTUBHbBIN
WHIWKATOP JJIST OLIEHKU COCTOSTHUSI TTApeHXUMBI TTOYKH,
TTOCKOJIbKY OH CBSI3BIBAETCS C CYJbMTUAPUIBHBIMUA TPYTI-
IMaMM B TIPOKCUMAJTBHBIX KaHAJTbIIaX KOPKOBOTO BEIECTBA
MoYek ¢ OoJjiee IIUTETbHBIM yAepXXaHWeM B KaHaJblax,
YeM ApYrHe paavoaKTUBHBIE WHIMKATOPHI. DTO IMO3BO-
JISIeT JOJIbIIIe COXPAHSITh BRICOKYIO KOHILIEHTPAIIUIO U, CJle-
TOBaTeJIbHO, OOecreuynBaeT Oojee BBICOKOE BU3YaIbHOE
paspenieHne cHUMKOB [4]. YcBoenne DMSA moukamn
coctaBisieT 45—65% B TeueHWe 2 U TOCTEe BHYTPUBEH-
HOTO BBEACHUST paIMOaKTUBHOTO WHAMKaTopa. ITokasza-
HMEM K BBITIOJTHEHHUIO CTATUIECKON CLIMHTUTPApUU TTOYeK
y OeTelt ciyKat anu301bl PeOprmIbHONM MHQMEKINNT MOYe-
BBIBOISIIIINX ITyTel, BPOXIEHHAsT OOCTPYKTUBHAsI yporia-
THst WK pedokc-Hedporarus [5].

PanyonsoronHoe wucciaemoBaHWE TOYEK BIIEPBBIC
6b110 ommcaHo B 1956 . [6]. C Tex mop paavoOHYKIWI-
Has BU3yaJu3aius MoueK B MeIUaTpuu sIBISIETCS OMHUM
U3 TJIABHBIX METOMOB MCCIeAOBaHUI ISl OLIEHKU (PyHK-
1Y TTIOYKU W BU3YAJTbHOM OIICHKH ITapeHXUMBI.

B mocnemHue rombl MPOM3OIIEN CIABUT TapaauTMbI
OT HaOJIoAeHUsT BceX AeTel ¢ amu3oaamMu MHGEKIUn
MOYEBBIBOISIIMX TyTel B BO3pacTe 10 7 JeT K HalJo-
JNIEHWIO JeTeil ¢ BBICOKUM PUCKOM pa3BUTUS Hehpo-
cKkiepo3a. AMepUKaHCKas accoumanus IeauaTpoB
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yTBEpXIaeT, yto cuuHturpaduo ¢ DMSA mMoxHO pac-
CMaTpuBaTh y AeTell ¢ pelMIUBUPYIONIeH MHGOEKIUIMU
MOUYEBBIBOISIIMX TIyTe WJIM y JeTeil ¢ pa3IMuyHBIMU
U3MEHEHUSIMU 110 TAaHHBIM YJIbTPa3ByKOBOTO UCCJIEI0Ba-
HUSI TTOYEeK ¥ MOUEBBIBOASIINX TTyTell. B pekoMeHmammsx
HanunoHanbHOTO MHCTUTYTA 3paBOOXPAHEHUST U COBEP-
meHcTBoBaHus MenuumrHckon momoiun (NICE) peko-
MEHIYeTCsI TPOBOAUTh cumHTUrpaduio ¢ DMSA Bcem
NeTSIM MJaniie 3 JieT ¢ peluauBupYylolleil nHpeKimei
MoueBbIBOAsIIMX TyTeil [1]. Cratnyeckass HedpocimH-
TUTpaUst CIUTAETCS «30JI0THIM CTAHAAPTOM» JIJIST BBISIB-
JIEHUST 0YaroB MOpaXkeHUsT KOPKOBOTO CJIOST MTapeHXUMBI,
OIHAKO Jieyallluii Bpay, Ha3HAYMBIIUKA MCCIIEIOBaHUS,
JIOJDKEH YMETh CaMOCTOSITEIbHO OIIEHUBaTh CTeTeHb
opakeH!s TTapeHXUMBI IT0YeK y aeTeii [4, 7].

MeToapl MHTEPIIPETALIMS TIOJYYEHHBIX TIPU Hedpoc-
LIMHTUTPa(UN JaHHBIX MOXKHO Pa3IeUTh Ha JBE TPYIIITHL:
aHaJIN3 TIOJYYeHHBIX M300pakeHUil C OLIEHKOW oyva-
roB Hedpockiepo3a U KOHTypa TOYKU; aHaIu3 JaHHBIX
0 HaKOIUIGHWW M TapamMeTpax BBIBeIeHMs pamrodapma-
KOJIOTMYECKOro npemnapara noukamu [2, 6, 8]. K ananuzy
CUMHTUTPA(PUIECKUX M300pakeHWA MOXHO OTHECTH
¢opmy, pazmep U TTOJIOKEHUE TTOYEK, YTO TTO3BOJISIET BbIsI-
BUTb aHOMAJIMU TTOYeK (TUIOTIa3Usl, SKTOIHS, YIBOSHHE
u np.). OueHka paBHOMEPHOCTH HAKOTUIEHUS pPaauo-
dapmIiperiapata Io3BOJIsIET OOHAPYKUTL o4yarm Hedpo-
ckiepo3a. K mapamerpam BbIBeneHUsI paarodapMako-
JIOTMYECKOTo TIperapaTta MOXHO OTHECTM ITPOIIEHTHOE
pacnipeneneHe GyHKIMM ToueK. [laHHBI mokas3aTesb
orpenesisieT MO0 KaxIoW TOYKM OT oOlIeil (hyHKIUU
MoyYeK. Y 3710poBoro pedeHKa (yHKIIMS MOYeK pacrpene-
sisseTcst paBHOMepHO (50% Ha 50%), momyCcTUMOI OTpel-
HOCTBIO MOKHO OTHecTH pacnpenesieHue 45% na 55%.
Ecnu pacnipenenenue B Ty WIM MHYIO CTOPOHY OTJIMYAETCS
6onee yeM Ha 15—20%, Takue JaHHBIE MOTYT CBUIETEIb-
CTBOBATh O CHUKEHUU (DYHKIIMU TTOYKHU [9].

Bpems1 HakorieHUsT W TOJYBBIBEICHUS OTpaskacT
CKOPOCTb TOCTYIUUIEHUST pagurodapMIiperiapata B MOYKU
u ero BbIBeneHue. B Hopme Tmax cocraBnsieT 3—5 MUH,
a TIepuoz, MOJyBBIBEACHUS B cpenHeM cocTabisgeT 10—15
MUH. M3MeHeHue OTHUX MoKa3aTelu JAeMOHCTPUPYET
Halmue OOCTPYKTMBHOM YypomaTUW WU CBUICTETb-
CTBYET O pa3BUTUU MMOYEYHOI HemocTaTouHOCTH [10].

OnuH M3 pacnpoCTPaHEHHBIX MHAIEKCOB — WHIECKC
WHTETPAJIbHOTO 3axBaTa TMOYeK. DTO KOJWYECTBEHHBIN
MoKasaTejib, TPUMEHSIEMBIN TSI OLEHKU TapeHXUMBI
C LIEeJIbIO OTpeaeeHUs] HaKOTUIeHUsT paarodhapMaKosio-
TMYECKOTO TpernapaTa 3a ONpeneSeHHbI MPOMEXYTOK
BpeMEeHM. DTOT TOKas3aTeslb OIpeiesisieTCs] TyTeM aHa-
JIM3a KOJIM4YecTBa paauodapmIipernapara, morjoneHHOTO
KaxJ0il ToYKol B paHHel hase uccienoBaHus (B mep-
Bble 1—2 MuH). MHIEKC MHTEerpasibHOTO 3aXBaTa CIIY>KUT
OIHUM U3 KPUTEPHUEB, KOTOPBII UCTIONB3YIOT 1T UHTEP-
npeTainuu pe3yabTatoB HedpoctmHTurpadum [10, 11].

OmHa M3 caMbIX PACIpPOCTPAHEHHBIX MOIYJIBHBIX
CHCTEM BU3yaJlU3alluM, CITOCOOHAsST BBIMOTHATh CHUMKHU
CTaTUYECKOM W IWHAMUYEeCKOW He(dpocHMHTUTpaduu,
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oto Millennium MG. CucreMa mMeeT cBoe MporpaMm-
Hoe o0ecrieyeHrne W TMO3BOJISIET TMOJYYUTh MpeaBapu-
TeJbHBII pEe3yJbTaT TOCJIE OLEHKM HWCXOMHBIX CIHUH-
turpauuecknx uzodOpaxeHuit. MomynbHas cucrema
MPeIOCTaBIsIeT KOJWYECTBEHHbIC TIOKa3aTesd, TaKue
Kak Ko3((ULUMEHT HaKOTUIEHUsI U pacrpeeIeHUST pain-
odapmakogorndeckoro Tpenapara [12]. OgHako cTtouTt
OTMETHUTb, YTO TIPOrpaMMHOE oOecTiedeHre, BCTPOCHHOE
B MOJyJib, KpaifHe pelKo OOHOBJISIETCSI U COBEPIILIEHCTBY-
ercs. PazBuTue Heiipocereil 1 MCKYCCTBEHHOTO MHTEN-
JIEKTa C KaXIbIM TOJIOM TOJIbKO pacTeT, a MpUMEHEeHUue
JAHHBIX TEXHOJIOTUI B MEOWILIMHE MPUBOIUT K peasi-
3alMU Bce OoJblero Koamdectna uneit. OnHa U3 Takux
uneil — 3To pa3paboTKa W BHeIpeHUe MporpaMmM, OCHO-
BaHHBIX Ha UCKYCCTBEHHOM MHTEJUIEKTE M KOMITbIOTEP-
HOM 3pEeHUHU, U YIy4IIeHUS TUaTHOCTUKU U OIEHKU
COCTOSTHUS TIOUEK TpU CUMHTUTpauU. YKazaHHbBIE TeX-
HOJIOTMY HaTpaBJieHbl Ha IOBBIIIEHUE TOYHOCTW aHa-
JIn3a N300pakeHnii, aBTOMATU3alIMIO TIPOIIECCOB MHTEP-
MpeTalyy MOJTyYeHHBIX JaHHBIX [6, 13—15].

Psin mporpamMm, OCHOBaHHBIX Ha WCIIOJIb30BAaHUM
WCKYCCTBEHHOTO WHTEJIJIEKTa, OOy4YeHbl pacrio3HaBaTh
1 Ki1accu(puIIMpoBaTh YPOBEeHb He(pPOCKIEpo3a M Xpo-
HUYECKON 00JIe3HU TTOYeK Ha CUMHTUTpA(PUIECKUX U30-
opaxeHusix [16]. [IpuMeHeHre HEMPOHHBIX CETEN TTO3BO-
JISIET paclo3HaBaTh MaJo3aMeTHbIE aHOMAaJIMM, KOTOpbIe
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Classification of MRI signs of hypoxic-ischemic encephalopathy
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2Pirogov Russian National Research Medical University, Moscow, Russia;
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MarnutHo-pe3oHaHcHas Tomorpadus (MPT) — HauOosiee 4yBCTBUTEIbHBIN METO/ BU3YaIM3ALMH NPU MEPUHATAILHOM THINOKCH-
YeCKHU-NIIeMUYeCKOM NOPaKeHUH ro10BHOro Mo3ra. Ha HacTosimee BpeMst pa3padoTaHo HECKOJIbKO Ki1accu(uKanuii BHIPaXKeHHOCTH
TakuX u3MeHeHuii. PazHple KiaccuuKanum npeanoiaraloT pasHyio creneHb AuddepeHIMPOBKH UCIOIb3yeMbIX AHATOMHYECKHUX
OPHEHTHPOB M B PsiJie CJIy4yaeB TPAKTOBKA JAHHBIX MATHUTHO-Pe30HAHCHO! TOMOrpacduu npeicTaBiseT NpodieMy sl PEHTreHoJI0ra
00uIero npoduiIs ¥ KJIMHUAIKCTA.

enb uccaenoBanus. Pazpadorka Knaccuukanum, J0CTYNHOM AJIsl Bpavya Jy4eBoil AUATHOCTHKHM 00uiero npoduis u noHATHOM
HEOHATOJIOTaM, MeMaTPaM U HEBPOJIOTaM.

Marepuajisl 4 MeToabl. BKiaouenbl 164 pedeHKa ¢ MPU3HAKAMH MMNOKCHYECKH-HIIEMHYECKOTO MOPAXKEHHS NPH MATHUTHO-PE30-
HAHCHO# ToMOrpaduu BHe 3aBUCMMOCTH OT HANPABJISAIOUIETO AUATHO32. AHAIM3MPOBAJIM AHAMHECTHYECKHE U KIIMHHYECKHe JaHHbIe,
NOKa3aBiIxe HAU0OJIbIYI0 MHGOPMATHBHOCTH NPH AHAJIM3E PUCKA: OTATOIEHHOCTh AHAMHE3a MATEPH N0 COMATHYECKOi MH(EKIIHM-
OHHO¥ ¥ HeMH(EKIMOHHOI NATONIOTHH, OTATOIIEHHOCTh AKYIIEPCKO-THHEKOJIOTHYeCKOr0 aHAMHe3a, INTEeIbHbIA 0e3BOAHbI Mpo-
MEKYTOK, yTHETeHHe U CY0POTH B PAHHEM MOCJIEPOI0BOM NEpUOe.

Pesynbrarel. CooTHeCeHHe JAHHBIX HEPOBU3YAIN3AINH, AHAMHE3a M KJIMHUYECKO KAPTHHbI M03BOJIMIO ChOPMY/IMPOBATH KJIAC-
cuukanmio MPT-u3MeHeHnid Y HOBOPOXKAEHHBIX C MMIOKCHYECKH-HIIEMUYECKHUM NMOpPaXKEeHHeM roJIoBHOro mo3ra: K I cremenn
(V1IerKUM) OTHECEeHbI M3MEHEHHS B 00J1aCTH HAPYKHOTO BOIOPa3/iea i 3a/iHeil HOXKKH BHyTpeHHeili kancy.ibl; npu 11 crenenu (cpeaneii
TSKECTH) K U3MEHEHUsIM, XapaKTePHbIM I | cTenenu, 100aBSIOTCS TAKOBbIE B 00J1aCTH BHYTPEHHEr0 BOIOPa3ea v nepeaHei
HOXKKHM BHyTpeHHeil Kancyibl; npu I11 cremenn (TsKenbIX) K H3MEHEHHSM B 00JIACTH HAPYXKHOTO M BHYTPEHHETO BOJOPA3/ejioB,
3a/IHeil M mepe/Heii HOXKeK BHYTPeHHel KamncyJbl 100aBJIsSieTCs KAPTHHA CEJIEKTUBHOTO HElPOHAILHOTO HEKPO3a, T.e. MOPaXKeHust
0a3a/bHBIX raHIMeB U (1M) Tajdamyca; K IV crenenu oTHOCATCS rpyOble CTPYKTYpPHbIE H3MEHEHUs B MO3rOBOii TKaHu ¢ ¢opmMupoBa-
HHEM 711032, KUCTO3HBIX MOJIOCTEi, aTpo(hur MO3roBoro BeimecTsa. Mpbl HX 0XapakTepu30BaH Kak rpyobie. GeHoMeHo10rnuecKue
0COOEHHOCTH BHYTPHKEJYJOUYKOBBIX KPOBOM3JIMSIHUIL HE TO3BOJISIIOT MCNOJIb30BATh MX B KAYECTBE MAPKePa MM KPUTEPHS TKECTH
TUNOKCHYECKU -UIEMHYECKUX U3MEHEHHIl; TOT PU3HAK MOXKHO HCIO/Ib30BATh KAK JONOJTHUTEIbHBIN /115 yTOUHEHUsI X XapaKTepa.
3akmouenne. Knaccudukamus orpakaer JTMHAMUKY MIIEMHYECKOrO MPOLECCA U JIOCTYNHA K UCNOJIb30BAHUIO HE TOJILKO BPaYaMu
JIy4eBO# AMATHOCTHKH, HO M KJIMHUIMCTAMUA — HEOHATOJIOTAMHU, HEBPOJIOTAMH, TeIUATPAMM.

Karouesvie caosa: Ho6oposicenHble, 2UNOKCUHECKU-UMeMUHecKas SHUedaronamus, MazHUmMHo-pe30HaHCHAs momoepagus, Kaaccu-
Qukayus.

Ans untuposanuns: Cokonos [1.J1., PomaHos [1.A., KpanuskuH A.W., LLlonoxosa H.A. Knaccngukaums MPT-npu3HakoB rurnokcuyecku-mLle-
MuYeckou sHueganonatun. Poc BecTH nepviHaton n neaunatp 2025; 70:(2/2): 21-30. DOI: 10.21508/1027-4065-2025-70-2-21-30

Magnetic resonance imaging is a sensitive method for visualizing changes in hypoxic-ischemic encephalopathy. Several classifica-
tions of the severity of such changes have been developed to date. Different classifications suggest different degrees of differentiation
of the anatomical landmarks used, and in some cases, interpretation of MRI data is a problem for a general radiologist and a clinician.
Objective. The aim of the work was to develop a classification accessible to a general radiologist and understandable to neonatologists,
pediatricians, and neurologists.

Material and methods. The study group included 164 children with MRI signs of hypoxic-ischemic damage on MRI, regardless
of the referring diagnosis, which made it possible to avoid the influence of anamnestic data on its formulation. The anamnestic
and clinical data that were the most informative during the risk analysis were analyzed: complication of the mother’s anamnesis
for somatic non-infectious and infectious pathology, complications of the obstetric-gynecological anamnesis, prolonged anhydrous
interval, depression and seizures in the early postpartum period.

Results. Correlation of neuroimaging data, anamnesis and clinical picture allowed us to formulate a classification of MRI changes
in newborns with hypoxic-ischemic brain damage: Grade I (mild) includes changes in the area of the external watershed and the pos-
terior leg of the internal capsule; Grade II (moderate) — to those characteristic of the first degree are added those in the area
of the internal watershed and the anterior leg of the internal capsule; At the III degree (severe) — to the changes in the area of
the external and internal watersheds, the posterior and anterior legs of the internal capsule, a picture of selective neuronal necrosis is
added, that is, damage to the basal ganglia and (or) thalamus; To the IV degree belong gross structural changes in the brain tissue with
the formation of gliosis, cystic cavities, atrophy of the brain substance. We characterized them as gross. Phenomenological features
of intraventricular hemorrhages do not allow them to be used as a market or a criterion for the severity of hypoxic-ischemic changes,
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and this sign can be used as an additional one, to clarify their nature.
Conclusion. The classification reflects the dynamics of the ischemic process and is available for use not only by doctors of radiation
diagnostics, but also by clinicians — neonatologists, neurologists, pediatricians.

Key words: newborns, hypoxic-ischemic encephalopathy, classification, magnetic resonance imaging.
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MarHI/ITHo—pe30HaHCHa${ tomorpadust  (MPT)
Mo3BoJisieT ~ Haubojiee  OOBEKTUBHO  JIMArHO-
CTUPOBaTh  TMIIOKCUYECKU-UIIEMUIECKOe  TTopaxe-

HHUE TOJIOBHOTO MO3ra (TUITOKCUYECKU-HUIIEMUYECKYIO
9HI1Ie(AONAaTUIO) U OTPENeIUTh JIOKAIU3alnio, 00beM
1 MOp(DOJOTUYEeCKNe XapaKTepUCTUKKU TOpakKeHHOM
TKaHW MO3Ta.

Hcnonp3oBaHWe  MarHUTHO-PE30HAHCHOM  TOMO-
rpaduu MpU TUIIOKCUYECKU-UIIEMUUECKON SHIeda-
JIOTIAaTUM B HeWpoIeauaTpU W HEOHATOJOTUU TTO3BO-
JIWJIO HAKOMUTh O00bEM Marepuaja, JO0CTaTOUHBIA
JIUIST HECKOJIbKUX TIOMBITOK W BapMaHTOB KilaccuprKa-
LIMW TaKUX TTopakeHui. B HacTosIIee BpeMsICyIIeCTBYeT
HECKOJIbKO KJIacCU(pUKALIMI MMPU3HAKOB TIepUHATATBHBIX
TUTTOKCUYECKU-UIIEMUYECKUX TIOPaKEHWI TOJIOBHOTO
MO3Ta, OCHOBaHHBIX Ha JAHHBIX MATHUTHO-PE30HAHCHOM
TOMOrpaduu.

OrnpenesieHHOe BIWSTHUE Ha (OpMHUpOBAHUE TIPEI-
CTaBJIECHUI 0 MOPMOIOTUIECKNX OCOOEHHOCTSIX THUIIOK-
CUYECKU-UIIEMUYECKNX TIOpakeHW Mo3ra OKazalu
MMeroIIrecsT OOIIMpPHBIE JaHHBIE TTO UX HEeMpOoCcoHOTpa-
¢uueckoii cemuotuke [1—3]. M. Rutherford [4, 5] 6bu1a
JeTaJlbHO TIpopaboTaHa TeMa TOpaXeHWi 06a3albHbBIX
TaHTJIMEB U TaJjaMyca W OIHOM U3 MePBBIX BBEACHO TTOHSI-
THE CEJIEKTUBHOTO HEMPOHAJIBHOTO HEeKpo3a. Buimensior
3 cTemeHM BBIPAXXEHHOCTU JaHHOTO (eHOMeHa: Jer-
Kasi — C OYaroBBIM TOpakeHWeM 0a3albHbIX TaHTJINEB
M HEW3MEHEHHBIM CUTHAJOM OT 3aJHeil HOXKHU BHY-
TpeHHEeW Karcysbl, yMepeHHas: — C U3MEHECHUSIMU CUT-
HaJla OT BHYTPEHHE! Karcylbl M Tajamyca W TsoKesas,
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MpU KOTOPOI UMEIOTCS U3MEHEHUST B 3aIHE HOXKE BHY-
TpeHHe! KarlCcy/ibl, a U3BMEHEeHMSI B 6a3aIbHBIX TAaHTJIHSIX
I dY3HBI ¢ BOBMOXKHBIM pacrpocTpaHeHNEM Ha Me39H-
nedanbHy0 00J1acTh. B 0c000 TS3KebIX ciydasix B 6eJ1oM
BeILIECTBE MOTYT 0OPa30BhIBAThLCS TIOJIOCTH, 3aXBAaThIBAIO-
1Ke 001acTh 0a3ajbHbBIX TAHTIIUEB [6].

A.J. Barkovich u coaBt. [7] Bblgenwiu 4 TpyIIibl
MOCTITUIIOKCHYECKUX U3MEHEHUI B MO3re HOBOPOXIECH-
Horo. K mrepBoii Tpyrie oTHeCIN MopaXeHue MOIKOPKO-
BBIX TAHTJIMEB W 3aHEN HOXKM BHYTPEHHEW KarlCyJIbl,
KO BTOpOW — TOpaxkeHHWe KOpPBI TMepUPOIaHINIECKOM
00J1aCTH, K TpeTbeil — TTOpakeHUsT TTePUBEHTPUKYIISAP-
HOTO OeJIoTO BellleCTBa C pPacMpOCTpaHEHWEM Ha TIOM-
KOPKOBBIE 00JIACTU U K YETBEPTOIl — OOIIMPHBIE IMopa-
JKEHMSI, OXBATBIBAIOIIINE BCE YITOMSIHYThIE CTPYKTYPHI [7].

PazpaboTka TmokazaHMii K  KpaHMOLepeOpasib-
HOI TUITOTEPMHMU M CIOCOOOB OLEHKU ee 3(h(HEKTUB-
HOCTM ToTpeboBaia OoJjiee MOAPOOHBIX OINMMCAHUI
MPT-u3meHeHuidT TIpU TUMOKCUYECKU-UIIEMUYECKOMN
SHIedaronaTiy M MX KiacCubUKalMU, B TOM 4YHUCIIEe
C BO3MOXXHOCTBIO OaJUTBHOM OLIEHKM TSKECTU TTopake-
HUST MO3Ta, CIIEJCTBUEM Yero ObUIO CO3IaHUEe METOAMK
Sh.B. Trivedi u coasr. [8] u L.C. Weeke u coasr. [9].

CormacHo npemnoxenuto Sh.B. Trivedi u coasr. [§],
10 JAaHHBIM MAarHUTHO-PE30HAHCHOM TOMOTpaduu B Tpex
pexumax (T1, T2 u DWI) oueHuBatorcst 5 obsacreit
Mo3ra: 0a3ajbHble TAHTJIMU, TajJaMyC U 3aJHsIsI HOXKa
BHYTpPEHHEW KarcyJibl, 6e10e BeIeCTBO, Kopa, MO3Xe40K
U cTBOJI. I3MeHeHUs OLIEHUBAIOTCS KaK JIeTKUE, Cpel-
HUE U TsoKelble. Bajtbl mprcBanBaloTCs 10 CIeIyoleMy
aJqTopuTMYy: | — OTCYTCTBHME UBMEHEHMH, 2 — TIOpaskeHNe
MeHee YeTBepPTU aHaTOMUYECKOI 00JlacTi, 3 — mopaxe-
Hue 25—50% anaromuueckoit odysactu, 4 — Gosee 50%
aHATOMMYECKOM 00J1aCTH, ¢ BO3MOXHOCTBIO yJeTa BHY-
TPUKETYTOUYKOBBIX KPOBOUBIUSIHUIA [§].

ITo cxeme L.C. Weeke u coaBrt. [9] olileHKe moaBepra-
J0TCS TIyOMHHBIE HEMpOHAIbHBIE W MHETMHU3UPOBAH-
HbIe CTPYKTYPBI (3aIHsIST HOXKa BHYTPEHHEW KarlCyJIbl,
Tajamyc, Oa3albHbIE TaHIIUU, TIEPUPOJAHINIECKast
KOpa, TUITIIOKAMII, CTBOJI MO3Ta), KOpa ¥ CYOKOPTUKAJTb-
HBbIE CTPYKTYpHI TOJyliapuii (kopa, Oeoe BeIecTBO,
JIYYUCTBHI BEHELl, MO3OJIMCTOE TEJIO C Y4eTOM MapeH-
XMUMATO3HBIX TeMOpparuii M MeJIKOOYaroBbIX IOpake-
HUI1), 1 MO3XEUOK (B KOTOPOM OIIEHUBAIOTCSI CTPYKTYpa,
a TakkKe HaJIM4yude JMOO OTCYTCTBUE KPOBOMBIIMSTHMIA).
Pacnipenenenue 6amnoB cienywoiiee: 0 — B OTCYTCTBUE
MoBpexXnaeHus, 1 0ain — ovaroBoe IMopaxeHHe (MeHee
50%), nim obmmpHoe (>50%) omHOCTOpOHHEe, 2 Oajia
pu obmmpHOM (>50%) n 1ByxcTopoHHEM [9].

Bormpoc cooTBeTCTBUST KilacCU(PUKAIITMOHHBIX paH-
TOB CTaAMAHOCTU PAa3BUTUS TUITOKCUYECKU-HMIIIEMU-
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Cokonog I1.J1. u coasm. Knaccudukauus MPT-npu3HaKoOB r'MIOKCUYECKU-UILIEMUYECKOI SHIIehantonaTum

YecKMX M3MEHEHMI OblLT MomaHST TosbKo S. Shankaran
n coasT. [10] mpu coszmannm kiaccudukanum Hamm-
OHAJTLHOTO WHCTHUTYTa 3I0POBbS W Pa3BUTHUS peOeHKa
(NICHD). BblaensiioTcsi 1Mo CTENEHU BbIPAXEHHOCTH
cJIeIyIoIe YPOBHU TUTTOKCUYECKU-MIIIEMUIECKOTO Clie-
nywoue nopaxeHusi: 0 — Hopma, 1A — He3HauMUTeNb-
HbIE TTOpakeHUsI MO3TOBOM TKaHM 0e3 cTpanaHus 0a3aib-
HBIX TAHTJIMEB WU TaJlaMyca, VUIM TIOpaXkKeHUsI TiepeTHe
WUIK 3agHell HoXeK capsula interna; 1b — 6osee oOmmp-
HbIE TTIOpaXXeHUST ONMCAHHOM JIoKaau3auuu; 2A — nu3me-
HEeHUsI, 3aTparnBaloliye 6a3ajbHble TAHTJIUW WJINA Tajla-
MyC B COYETAaHWM C W3MEHEHUSIMU, XapaKTepHBIMU
s ypoBHs 1B; 2B — coueraHue onuMcaHHBIX B ypOBHE
2A u3MeHeHWil ¢ uH@apKTOM o00JacTu Bojaopasiesa
WY APYTUMUA U3MEHEHUSMU TKaHU Mo3ra; 3 — TMOJy-
IapHbIe TTOPaKEeHUSI.

Takum o0paszoM, wuMeIIecsT KilaccupuKalum
nmoctatoyHo pasHoponHbl. Kmaccudpukaumsa Sh.B. Triv-
erdi m coaBrt. [8§] m L.C. Weeke u coaBt. [9], Hecmo-
TP Ha TO YTO MPEIOCTABISIOT BO3MOXHOCTh OaJTbHOM
OLICHKU, B HEOCTATOYHOM CTETIEH! YUYUTBIBAET MaTOTeHe-
TUYECKUI aCTIEKT MOPaKeHUsI KOHKPETHBIX 30H M OTIpe/ie-
JIIET TSIKECTD €r0 TOJIbKO M3 00heMa M3MEHEHHOW TKaHMU.
Knaccupukaumst T.L. Sie u coaBT. Haubojee, ¢ Halei
TOUKU 3peHUs, MaTODU3NOIOTHUIHA, HO TIPX 3TOM OYEeHb
npocta. Kinaccudukaius xe A.J. Barkovich u coast. [7]
MPaKTUIECKU He YYUTHIBAET M30JMPOBAHHBIE TMOpaXKe-
HUSI IEPUBEHTPUKYIISIPHOI 00J1aCTH, KOTOpbIe (0COOEHHO
C y4eTOM «baraxka» 3HaAHMI1, TTOyYeHHBIX TIPH UCTTIOJIb30-
BaHUM HeWpocoHorpadum) BCTpevyaroTcs HanboJiee 4acTo
13 TIOCTTUTIOKCUYECKNX M3MeHeHnit. OCOOEHHOCTU KasK-
IO W3 TIPUBEICHHBIX KilacCU(UKAIUI OMNpeaeasoTCs
3amavyaMi, CTABUBIIMMUCS MPU MX co3naHun. Tak, Hanbo-
Jiee CITOXKHbBIE U3 HUX CO3IAaHBI 11T OO eKTUBU3AIINH ITOKA~
3aHUI K KpaHUOLIepeOpaSTbHOM TUTIOTEPMUY 1 AeTaTbHOM
olieHKe ee 3((PEKTUBHOCTH, YTO JAEJAeT UX NIPUMEHEHNe
CJIOKHBIM B TIOBCEIHEBHOI HEOHATOJIOTMYECKON TIpaK-
THKE, a POCTOTa APYTUX JIeNTAaeT MX HETOCTATOUHO MH(HOP-
MaTUBHBIMU. TakuM 00pa3oM, oueBUIHA HEOOXOIUMOCTh
CO3IaHUST TTATO(PUZMOIOTHYECKM OOOCHOBAHHBIX OpPUEH-
TUPOB TIIyOMHBI TUIMTOKCUYECKU-UIIEMIIECKOTO TTopaxe-
HUSI TOJIOBHOTO MO3Ta y HOBOPOXKIEHHBIX. DTO OCOOEHHO
BaXXHO C Y4eTOM HeCHelU(UIHOCTH KIMHUYECKOW Kap-
TUHBI TAHHOTO TATOJIOTUYECKOTO COCTOSTHUS, TTOCKOJIBKY
MOXET OIpeAessiTh MHTEHCUBHOCTb TepareBTUYEeCKOTO
BO3IECTBHS M TTPOTHO3 JaJIbHEHIIIETO pa3BUTHS peOeHKa.

Ilenp uccaenoBaHuMa: co3naHue MNATOPU3MOIOTHYE-
CKM OOOCHOBAaHHOI KjaccuduKaluy TepuHaTaIbHbIX
TUTTIOKCUYECKU-UIIEMUYECKUX TIOPaKeHWI TOJIOBHOTO
MO3Ta, OpPMEHTUPOBAHHOM Ha MCIOJIb30BaHUE B IMEPUOJIE
HOBOPOXIEHHOCTHU.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHNUS

B wuccnenoBanmne BKIIOUeHBI 164 peGeHKa ¢ TIpU-
3HAKAMM  TUMOKCUYECKU-MIIEMUIECKOTO  TTOpaXKeHUST
10 JaHHBIM MarHUTHO-PE30HAHCHOW TOMOrpaduu BHe
3aBUCHMOCTH OT HATPaBJISIONIETO MTUarHo3a, 4To TMO3BO-

JIUI0 WM30eXaTh BIMSHUS aHAMHECTUUECKUX TaHHBIX
Ha ero ¢opmynpoBKy. [TalieHToB My>KCKOTO MoJjia ObLIO
84, xxenckoro — 80. Bospacrte ot 0 no 10 gHeit 6p110 97
MalyveHToB, B Bo3pacte oT 10 gHeit no 3 mec — 67. Y 74
JIeTeli B Meprojie HOBOPOKIEHHOCTU NUMETUCH MpOaHaTH-
3UPOBaHHbIE JaHHbIE aHAMHe3a W KIMHUYECKUI CTaTyC
npy poxkaeHur. [1o mpr3HaKy TOHOIIEHHOCTH TTAllUEeHThI
pacnpenesuineh CAeAyIoIMM 06pa3oM: JOHOIIEHHBIX —
55 mereii, mepeHOIIEHHBIX — 5, HEAOHOIIEHHBIX — 14.

BrisBnsiemble 13 aHamMHe3a (aKTOpHI prcKa YKpyII-
HSJIM BO M30eXaHWe W3IUIINHEeR netanu3annu. Tak,
W3 MaTepUHCKOTO aHaMHe3a BBIIEISAIN  HaJIUdue
HEMH(MEKIMOHHON M  WH(MEKIMOHHONM  coMaThye-
CKOM TaTOJOTUU, B aKyIIepCKO-TMHEKOJOTUYECKOM
aHaMHe3e — HaJIWyhe TUHEKOJOTUYECKOUW IaToJIo-
TUU WU OCIIOXKHEHHOTO TeYEeHUS MPEABbIAYIINX POIOB.
TakuMm ke 06pa3oM ObUTH YKPYITHEHBI aHAMHECTUYECKHE
JaHHBIE, YKa3bIBAIOIIME Ha MPSMoe (PU3NUecKoe Bo3aeii-
CTBME Ha POJOBBIE TTYTH MaTepy WJIW Ha TUTOM B TIporiecce
ponopaspeneHusT (3MU3NOTOMMUST, PYyUHbIE 1 HHCTPYMEH-
TaJbHbIEe TTOCOOMS, pPoAOpa3pelIecHre TTOCPEICTBOM Keca-
peBa CeUeHUST 0 SKCTPEHHBIM IMOKA3aHUSAM B TIJIAHOBOM
nopsiake). OTMeJanuch TakKe HaJIMdue WM OTCYTCTBHE
recto3a (TOKCMKO3a), YIpO3bl TIpepbIBaHUsI OEpeMEHHO-
CTH, HAJIMUKME WIU OTCYTCTBHUE JJIUTEJIbHOTO (OoJee 12 u)
6e3BOHOTO TIPOMEXKYTKA, COCTOSTHUE peGeHKa TIPU POK-
JIeHnM (YIOBJIETBOPUTEIBLHOE, CPEIHEN TSIKECTH, TsKe-
JIoe), HaJlndue B paHHEM ITOCIePOIOBOM TMEepUOae CUH-
JpoMa YrHETeHUsT U HeOHATaIbHBIX CYIOPOT.

MarHuTHO-Pe30HAHCHYIO TOMOTpadUIo MPOBOIVIN
Ha Tomorpadgax ¢ HanpsikeHHocTssmu 1,5 T (Toshiba Excel
Art Vantage) u 3 T (Toshiba Titan). IIporokonbl ckaHu-
pOBaHUS Ha 3TUX arlapaTaxX COIMOCTAaBUMbBI IO Habopy
W TlapamMeTpaM MMITYJIbCHBIX ITOCIeI0BaTeIbHOCTEN,
MOCKOJIbKY pa3paboTaHbl OAHOW KOMITaHUE-TIPOU3BO-
nuteneM. Mcmoib30Baavch CIIEOyoIKe WMITYJIbCHBIE
MOCJIeTOBATEIBHOCTH

T2-BH B 3 mpoekuwmsix (FSE, TR = 5000 mc, TE =
95 Mc, TommuMHA cpe3a 3—4MM, IPOCTPAaHCTBEHHOE pa3-
pemenue 0,8x0,8 MMm),

T1-BU (SE na 1,5 Ta, TR = 500 mc, TE = 12 mc,
TOJIIIMHA cpe3a 4 MM, TIPOCTPAHCTBEHHOE paspellieHHe
0,8x0,8 mm; FSE na 3 Ta, TR = 2600 mc, TE = 40 mc,
TI = 1050 mc, TommmHa cpe3a 4 MM, IIPOCTPAHCTBEHHOE
paspeteHue 0,8x0,8 Mm);

DWI (SE-EPI, TR = 4500 mc, TE = 90 Mc, TonmuHa
cpe3a 4 MM, mpocTpaHCTBeHHOe paspemieHue 1,8x1,8
MM) JIJTS BBISIBJIEHUST OCTPOIT MIIIEMUU;

T2* (FE, TR = 900 mc, TE = 20 mc, TonmmHa cpesa
4 MM, TIpocTpaHCTBeHHoOe paspeiieHue 1,8x1,8 mwm)
JUTSL BBISIBJIEHUSI TEMOCUIEPUHA.

B cuny Bo3pacta malMeHTOB HCCIEIOBaHUE MPOBO-
IVJIW TIOA, MeIUKAMEHTO3HOM cenanueii. [lmannposanne
Cpe30B TpeICcTaBIeHo Ha puc. 1.

Cmamucmuveckuii ananuz. JIJisi ONMMCcaHUs YUCIOBBIX
IIKaJl WCTOJb30BAIM CpelHee 3HaYeHWe M CTaHIapT-
Hoe oTkJIoHeHue B ¢dopmate M=S. Ha Bcex rpadukax
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JUTS 9UCITOBBIX IIKaJ cpelHee apudMeThyecKoe TMpe-
CTaBJIEHO TOYKOW, MeauaHa — TOPU3OHTATbHBIM OTPE3-
KOM, WHTePKBAPTUJILHBINA pa3MaX — MPSMOYTOJTbHUKOM,
MHWHUMAaJIbHbIe 1 MaKCUMaJbHbIe YPOBHU — BEPTUKAIb-
HBIMU oTpe3KaMK. COITOCTaBJIeHUs ABYX TPYIMI MO YWC-
JIOBBIM TIOKA3aTeJIsIM TPOBOIWIM Ha OCHOBE Herapame-
Tpudeckoro Kputepusi ManHa—YutHu. CpaBHEHUS TpeX
TPYIII U 60Jiee IO KOJTMUECTBEHHBIM IIKaJIaM BBITIOTHSITH
¢ TIOMOIIBIO HemapaMeTpudeckoro Kputepust Kpackena—
Yonneca. CTaTMCTUUECKYIO 3HAYMMOCTb Pa3Induii TPYIIT
JUTSE OMHAPHBIX 1 HOMUHATBHBIX TIOKA3aTeiel onpeaesisin
C MCMOJIb30BaHMEM MeTona Xu-kBanpat () [MupcoHa.

JI71s1 MOIe TMpOBaHUS IUXOTOMUYECKUX UCCIIETyeMBbIX
rokasaTesieit UCTI0JIb30BaIu JepeBbsl Kiaccupukamm —
WHCTPYMEHT, TIO3BOJISTIOIIMI TTPOTHO3MPOBATh BEPOSIT-
HOCTU MCCJIEAYEMbIX COOBITUIA TIOI BIUSIHUEM COOTBET-
CTBYIOIIMX 3HAYEHUI HE3aBUCUMBIX (DAKTOPOB, a TaKXKe
CErMEHTUPOBATh PECIIOHIEHTOB Ha KJacchl pucka. JlaH-
HBIII METON TI0JIe3eH, TaK KaK IMO3BOJISIET IMOCIeI0Ba-
TEJIbHO aHaU3upoBaTh 3G@EKT BIUSHUS OTIETbHBIX
rokasaresieil, a Takke TPeIOCTaBIsieT BO3MOXHOCTh
BBITIOJTHSATh OAHOMEPHOE BETBJICHUE TSI WCCIICTOBAHUS
BKJIala OTIEbHBIX TIEPEeMEHHBIX U paboTaTh ¢ (haKTo-
paMM pas3HBIX TUMOB. JIJIsI OLIEHKW KauyecTBa CMOJIEIH-
pPOBaHHBIX JiepeBbeB ucrob3oBanu ROC-ananus. Ypo-
BEHb CTATUCTUYECKON 3HAYMMOCTU OBUT 3a(pUKCHUpPOBAH
Ha ypoBHe 0,05. Cratmctuyeckyro o0pabOTKYy HTaHHBIX
OCYIIECTBIISUTM C TIOMOIIBIO TTAKETOB MPUKJIATHBIX MPO-
rpamm Statistica 10 u SAS JMP 11.

Pe3ynbraTbl

Ha ocHoBaHuuM aHanM3a JaHHBIX JINTEPATypbl
MO0 HWCIOJIb30BAHUIO B JMArHOCTUKE TUITOKCUYECKU-
UIIeMUYECcKOl 3HIedanonaTuu MeTOIOB MarHUTHO-
pe3oHaHCHO Tomorpauu U  HelipocoHorpaduu,
Ha OCHOBaHUM COOCTBEHHOTO OIbITA U aHaM3a JaHHBIX,
MOJlyYEHHBIX B OT/eNe JydeBOW AuMarHocTuku HaydHo-
MPaKTUYEeCKOTO IIEHTpa CHEUUATIbHON MEIUIIMHCKOM
moMomu aetasM uMm. B.®D. BoitHo-SIceHenkoro, ObLTH
WCTIOIb30BaHbl M YYWUTHIBAJIM CJIEAYIOIIME aHAaTOMUYE-
CKME OPUEHTUPHI U MaToJIornuyeckue (heHOMEHHBI:

— CTpyKTyphl OacceiiHa «Hapy>XHOTO BOjOpasjelia»
(TIepMBEHTPUKYJISIPHOE OeJIoe BEeIIeCTBO B MOTrPaHUYHOMN

OPUINHAJIbBHbBIE CTATbU

30HE MepenHe-cpeaHell MO3roBbIX apTepuid, UK Cpel-
Hel-3alHelt MO3TOBBIX apTepuit).

— CrpykTypsl OacceifHa <«BHYTPEHHETO BOJIOpa3-
nena» (0eoe BeIecTBO MOIyIapruii MeXIy JeHTUKYJIO-
CTpUAPHBIMU apTEPUSIMU U TITYOOKMMMU TTPOHUKAIOIIMU
BETBSIMM CpeIHEN MO3roBO apTepuy WX B MOTPpaHUY-
HOI 30He TITyOOKMX BETBEl CpemHeil n rmepemxHeil Mo3ro-
BBIX apTepuii) — OCTPOBKOBbIE 00JaCTU, CEMUOBAJIbHbBIC
LEHTHI Y JTYYUCTHIA BEHEII.

— 3anHss HOXKa BHYTPEHHE! KarlCyJIbl.

— IlepenHsst HOXKa BHYTpEHHEH KaIICyJIbl.

— bazanbpHble raHTIIAN.

— 3purenabHblil 0yrop (thalamus).

— Kwucto3nbie obOpa3zoBaHusi (KpYITHbBIE, MeJIKUE,
eIMHNYHbIE, MHOXECTBEHHBIE).

— BHyTpmkenymoykoBele UM MMapeHXMMATO3HbBIE
TeMOpparum.

— Ilpu3Haky pacIIMpeHUs JIMKBOPOCOIEPKAIIIX
MIPOCTPAHCTB.

— IlposiBneHus rimnosa.

Haunboee yacTo BBISIBJISIMCH U3BMEHEHUSI CTPYKTYpax
Hapy>XHOTO BOolopas/iesia u 3aHeil HoXXKU Mo3ra. anee,
B TIOpSIAKE YOBIBAHUSI — B CTPYKTypax BHYTPEHHEro
BoJOpasaena, nepeaHeil HOXKE BHYTPEHHEN KariCyJibl,
0a3aJibHbIX TaHTJIMSIX M 3puUTeIbHOM Oyrpe (tabum. 1).
Pexe Bcero ompenensyiuch rpyoble UBMEHEHUSI B BUIE
KHCTO3HO-TJIMO3HOM TpaHcdopMalium Mo3ra.

PesybTaThl nepBUYHOrO aHaIM3a MaTEPUATIOB UCCIe-
JMIOBaHUS MO0 3TUM KPUTEPUSIM U aHajM3a MMeEIoIIeincs
nHGOpPMaIIMY MO MaTOTeHe3y TMIMOKCUYeCKU-UIIeMuYe-
CKMX MOpaXeHUI MO3Ta Y HOBOPOXIACHHBIX IMO3BOJIMIN
MepBOHAYaIbHO PA3IeIUTh UX Ha 4 TPYIIIIbI:

rpynna | — mauueHTsl ¢ u3MeHeHHbIM MPT-
CUTHAJIOM OT CTPYKTYp, BXOASIIMX B OaccCeiHbI
«Hapy>KHOTO BOJOpa3nesia» U 3alHEN HOXKU BHYTPEH-
HEW KariCyJibl;

rpynmna 2 — TauueHThl ¢ W3MeHeHHbIM MPT-
CUTHAJIOM OT CTPYKTYp, BXOASIIINX B OaCCEMHBI «HapyX-
HOTO» U «BHYTPEHHETO» BONIOPA3/IEIOB, 3aIHEN U TIEpe/I-
HeW HOXEK BHYTPEHHEN KarcCyJIbl.

rpynmna 3 — TauueHThl ¢ u3MeHeHHbIM MPT-
CUTHAJIOM OT CTPYKTYp, BXOASIIIIMX B OaCCEMHBI «HapyX-
HOTO» U «BHYTPEHHETO» BONIOPA3/IEIOB, 3aIHEN U TIEpe/I-

Tabauya 1. Ynopsao4eHHblii YaCTOTHBIA aHAIN3 OUHAPHBIX MOKa3aTeeii 1is Kareropuii « lmemuyeckue usmenenus» u « MPT-

ceMuoTHKa» (n=164)

Table 1. Ordered frequency analysis of binary indicators for the categories “Ischemic changes” and “MRI semiotics” (n=164)

IToka3zarenn Yucao ciyyaes, adc. %
CTpyKTYyphl Hapy>KHOTO BOJIOpa3esia 145 88,4
3aaHss HOXKa BHYTPEHHE! KarcyJibl 127 77,4
CTpyKTypbl BHYTPEHHETO BOIOpa3aesa 69 42,1
IlepenHsist HOXXKa BHYTpEHHE KaTlCyJIbl 57 34,8
bazanbHble raHmIMT 19 11,6
Tamamyc 13 7,9
Kucrosnas TpaHcgopmarims 7 4.3
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Cokonog I1.J1. u coasm. Knaccudukauus MPT-npu3HaKoOB r'MIOKCUYECKU-UILIEMUYECKOI SHIIehantonaTum

Puc. 1. IInanupoBanue cpe30B B aKCHAJIBHOI (2), CATHTTTAJIbHOI (0) 1 KOPOHAPHOI (B) MPOEKIUAX.
Fig. 1. Slice planning in axial (a), sagitttal (6), and coronary (B) projections.
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Hel HOXEK BHYTPEHHEW KarlCysbl, a TakKe 0a3ajbHBIX
TaHTJIMEB U 3pUTEJIbHOTO OyTpa.

rpynma 4 — ¢ nuddy3HbIM MTOPaXKeHUEM MO3TOBOM
TKaHU C TIPOSIBJICHUSIMU PaHHETo TI1Mo3a u/uiu (popMu-
PYIOIINXCST KUCT.

OTU ucciaenoBaHUsI, MPOBENEHHbIC B TaKOil Mapa-
IUTME, TIOKa3aJM BBICOKYIO CTeleHb pPa3sHOPOIHOCTH
rpynrisl 1, He MO3BOJISIONIEH BBIACIUTH 3HAUMMBbIE MOP-
(osornyecku-raToreHeTUYeCKMe U  KIMHUKO-aHaM-
HecTuyeckre cooTBeTcTBUs. [TOCKOMBbKY K 3TO# rpyririe
ObUIM OTHECEHBbI TIallMeHThl C JIETKUMU TUIOKCUYE-
CKU-UIIEMUYECKUMU W3MEHEHUSIMU, pe3ybTaThl aHa-
JIM3a JAHHBIX BBI3BIBAJIM OCOOBIN MHTepec. OKa3aaoch,
4yT0 B rpymnme 6610 13 (17,1%) mauueHTOB ¢ BHYTpYIKe-
JIYTOYKOBBIMU TeMOpPparusiMu. 3ateM C LeJIbI0 JOCTH-
JKeHMsST OMHOPOIHOCTHU TPYIIIa OblIa pacmpeneieHa Ha 2
MOATPYMIIbI 32 CYET BBIAEICHUSI CIy4aeB KpPOBOU3JIU-
SSTHUSIMU B KEJIYIOYKU. DTO IMO3BOJIMIIO, BO-TEPBBIX,
KOHCTaTUPOBaTh BO3MOXXHOCTh Pa3BUTUSI BHYTPUXKEIy-
JIOYKOBOTO KPOBOUSJIUSIHUS U TIPU JIETKOM (popMe TMITOK-
CUYECKU-UIIIEMUYECKOU 3HIIedatonaTuu, a BO-BTOPHIX,
JIOCTUYb MCKOMOI OJTHOPOTHOCTU TOATPYMIT U AETaTbHO
UX MPOAaHAIM3UPOBATh MO MPUHITOMY TUlaHy (Taou. 2).
B utore aHanusy nojuiexxanu 5 TpyIin, Mpu 3TOM TpyIina
1 ObLTa pa3aeneHa Ha 2 TTOATPYITITHL:

rpynmna 1A — mauuMeHThl ¢ u3MeHeHHbIM MPT-
CUTHAJIOM OT CTPYKTYp, BXOASIINX B OaCCEHHBI «HApyK-
HOro BoJOpasaena» M 3agHel HOXKM BHYTpEeHHeM
Karicysibl 0e3 MPU3HAKOB BHYTPUIKETYI0UYKOBOTO KPOBO-
WU3JTVSTHUS,

rpynna 1b — mamuenTsl ¢ u3MeHeHHbIM MPT-
CUTHAJIOM OT CTPYKTYp, BXOASIINX B OaCCEHHBI «HApyK-
HOro BoJoOpasaena» M 3agHel HOXKM BHYTpEeHHeM
Karicyyibl ¢ TIpU3HAKaMU BHYTPHXKEJYTOYKOBOTO KPOBO-
WU3JTASTHUSI.

W3 maHHBIX, IpencTaBIeHHBIX B Ta0I. 1 u 2, cienyer,
YTO pacripenejieHue TalMEeHTOB MO TpyImnamM U o0beM
TPYNIT UMEET CXOXECTb C MPelCTaBIeHHOCThIO M30paH-

OPUINHAJIbBHbBIE CTATbU

HBIX aHATOMHWYECKUX (DEHOMEHOB, B TOM 4YHCIe (PeHO-
MEHOB, 0€3yCJIOBHO ONpPEIeISIONNX TIXKEeCTh TUITOK-
CUYECKU-UIIEMUYECKUX WM3MEHEHWI B MO3re, TaKuX,
Kak TopaxkeHue 6a3aabHbIX TAHTJINEB, TaJaMyca, Tiepe-
Hell HOXXKKW BHYTPEHHEN KarlCyibl, TIMO3HO-KUCTO3HBIX
nedopMaliii BelllecTBa MO3ra, YTo TTO3BOJISIET TpeaBa-
PUTENTBHO CUMTATh MPEITOXKEHHBIE TPYMIbl CPOPMUPO-
BaHHBIMU TI0 CTETICHU TSIKECTU TUITOKCUYECKU-MIIIEMU-
YeCKUX UBMEHEHMIA.

ITocne 3TOrO OBILT BBHITIOJHEH aHAJM3 CBSI3EH TSKE-
CTU TUTTOKCUYECKU-UIIEMUYECKUX WM3MEHEHUN ¢ K-
HUYECKMMU U aHAMHECTMYEeCKUMU AaHHBIMU (Tabi. 3).
Bbuti BEHISIBIEHBI TOCTOBEPHBIE Pa3INdus MeEXKIy TPyI-
MaMu MO TaKWM TPU3HAKaM, KaK HaJu4due B aHaMHe3e
y MaTepl COMAaTMYECKON WMHMOEKIIMOHHOW TMaTOJOTUH,

JUTUTETLHOMY ~ G€3BOTHOMY  MPOMEXYTKY, HAIWUUIO
Y HOBOPOXXIEHHOTO YTHETEHUS U CYIOPOT.
HaubGonee  3HaumMble  pas3iuyusi  OOHapy>KEHbI

st mokaszatensi «Cynoporu» B Ipyrine 4 1Mo OTHOIIEHUIO
K rpyrmne 1B, mokazarens «/lnteabHblil 063BOAHBIN TTPO-
MEXYTOK» B rpyriIie 3 1o OTHOUIEHMIO K TPyTITe 2, moKas3a-
TeJsl «YTHeTeHue» B rpyrine 1B nmo oTHoleHo K rpyrine
1A. B rpynimmax 3 u 4 npeo0Oagaiy ciaydar ¢ OTSTOIIEHHBIM
MaTepUHCKUM aHaMHE30M IO HeMH(MEKIIMOHHOI cCoMaTH-
yeckoit marojoruu. st Tpymiisl 3 KIT0YeBbIM BU3YabHO-

Tabauya 2. Ynciio crydyaeB v 10JIH CIy4aeB OT OOIEro KO-
yectBa (7=164), OTHeCEHHBIX K BLIOPAHHBIM IPyNnam

Table 2. Number of cases and proportions of cases from

the total number (»=164) assigned to the selected groups

I'pynna no TsukecTn u3MeHenunii  Bcero nanuenTos, aoc. %
I'pymma 1A 63 40,4
I'pyrma 1b 13 8,3
I'pyrmma 2 57 36,5
I'pynma 3 13 8,3
I'pyma 4 10 6,4

Tabauya 3. CpaBHeHHe 5 IPyNN MO CTATHCTHYECKH 3HAYMMBIM AHAMHECTHYECKNM M KJIMHIYECKUM MOKa3aTe M (TIPOIeHT HAJTMIHS)
Table 3. Comparison of five groups according to statistically significant anamnestic and clinical indicators (percentage of presence)

I'pynna 1A I'pynna 16 I'pynna 2 I'pynna 3 I'pynna 4 .

IToka3arenn (n1=63) (n=13) (n=57) (n=13) (n=10) Bcero P (df=4)
ComaTuyeckasi MH(peK-
LIMOHHA ITaTOJIOTUs 8(36,36%) 1(25,00%) 6(21,43%) 8(80,00%) 4 (66,67%) 27 0,0109
y MaTepu
Comarnueckast HEeUH-
dexumonHas natonorust 14 (63,64%) 3 (75,00%) 19 (67,86%) 9 (90,00%) 6 (100,00%) 51 0,2842
y MaTepu
OTSTOIICHHBII aKyIIep- 10
cKko-ruHekonornueckuin 12 (54,55%) 2 (50,00%) 17 (65,38%) 5(83,33%) 46 0,0987

(100,00%)

aHaMHe3
JlnuTenbHbINA 0€3BO-
e — 7 (31,82%) 3(60,00%) 7(25,00%) 9(90,00%) 4 (66,67%) 30 0,0032
VYrHeTeHue 1eHTpallb- 10
S TR 7 (33,33%) 4(100,00%) 12 (44,44%) (100,00%) 6 (100,00%) 39 0,0002
Cynoporu 1 (4,55%) 0 2(7,14%) 4 (40,00%) 3 (50,00%) 10 0,0043
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Cokonog I1.J1. u coasm. Knaccudukauus MPT-npu3HaKoOB r'MIOKCUYECKU-UILIEMUYECKOI SHIIehantonaTum

JNIMAaTHOCTUYECKUM CUHAPOMOM OBbUIM TOpaXkKeHWs Tajia-
Myca 1 0a3aJibHbIX TAHIJIMEB, JUISI TPYIIIbI 4 — TIPU3HAKU
[JIMO3HO-KMCTO3HOTO MPOoliecca B MO3Te.

JlnutenbHbI 0e3BOAHBIN TMPOMEXYTOK Kak 0Oe3yc-
JIOBHO 3HAYMMBIH (haKTOp pUCKa pa3BUTHUS TMITOKCHYEC-
CKM-MIIEMUYECKON BHIIedaNonaTuu TakxKe Haubosee
yacTo (OMKCHUPOBAJICS B IpyIIiax 3 u 4; mokasas MpU 3TOM
ero pacrnpoCTpaHEHHOCTh OblJla HauOOJIbIIIe B TIpyIIIie
1b (BHYTpMXETyTOYKOBBIE TeMOpparuu TIpu TUITOK-
CUYECKUX M3MEHEHUsSX JIMIIb B TEPUBEHTPUKYJISIPHOMN
ob6sactu). CUHIPOM YrHETeHMS KaK MoKa3aTesb TSKeCTH
COCTOSTHUSI HOBOPOXJIEHHOTO BCTpeYasicsl Y BCeX MallM-
eHToB B rpynmnax 1b, 3 u 4. HeonaTtanbHble cymoporu
JIOCTOBEPHO Yallle BCTpevyaiuch B rpynmnax 1A, 2, 3 u 4
U OTCYTCTBOBaJIM B rpytrie 1b.

CxomHoe pacmpeieieHue UMMeJl  OTSITOLIEHHBIN
MaTepUHCKMI aHaMHE3 MO0 COMaTUYecCKOoW HeuHpeK-
LIMOHHOI maTtosoruu. Kpome Toro, maHHBIN TpU3HAK
oT™MeueH B rpynmnax 1b, 3 u 4. OTsrouieHHbIN aKyiiep-
CKO-TMHEKOJIOTMYECKUII aHaMHe3 MaTepu mpeobsia-
nan B rpynmnax 1A, 2 u 3. Paznuuus mexny rpynnaMmu
mo 3tuM (aKkTopaM He OTBeYau, K COXaJIeHUIO, TIpU-
HSITBIM B pabOTe KPUTEPUSIM CTAaTUCTUYECKON 3HAUYMMO-
CTM, TEM HE MeHee OCOOEHHO Mpu TpahUYecKoM OTO-
OpakeHUH, OHU OUYEBUIHHI (puc. 2).

Paznuumst Mexmy rpynmnaMu 1o IokazaTesisiM TOHO-
IIEHHOCTU OTBEYaly MPUHSTHIM KPUTEPUSIM CTaTUCTU-
YyeckoW 3HayMMocTU. HemoHoleHHbIE neTu mpeobJa-
nanu B rpynmnax 1b u 4 (ta6sn. 4).
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40,00%

20,00%

0,00%

1A

CoOOTBETCTBOBAIM MPUHSITHIM ~ KPUTEPUSIM ~ CTaTHU-
CTUYECKOM 3HAUYMMOCTU WM PA3INYMS MEXIy TpyriaMu
MO COCTOSIHMIO Tpu poxnaeHuu (tadia. 5). Hecmotpsi
Ha OYEeBUIHBbIC TPEHIbI U OTBEUYaBIlee KPUTEPUSIM CTa-
TUCTUYECKO 3HAYMMOCTH TIpeoOIaaHue ITalleHTOB,
COCTOSTHME TIpU POXKIEHWU KOTOPBHIX OBLIO OLIEHEHO
KaK yIOBJIETBOPUTENILHOE, B IpyIIIe 1 IIpyu aHaan3e oopa-
IIaeT BHUMaHWe MEHBIIWI TTPOLIEHT AeTei, POIMBIINXCS
B TSDKEJIOM COCTOSTHUU, B TPYIINe 4 B CpaBHEHUHN C TPYII-
noii 3 u B rpynne 1A B cpaBHeHUU ¢ rpymroii 1b.

Pazmuuust Mexay TpymnmaMM TIO OLIEHKaM IITKajIbl
Arrap OBUIM CTaTUCTUYECKU He3HAYMMBIMU (Tab1. 6).

OO0cyxaeHue

Llenbio paboTsl ObLUIO cOo3MaHUE MATO(GU3NOIOTHYEC-
CKM OOOCHOBAHHOW KjaccuduKaluy TepuHaTaIbHbIX
TUTTOKCUYECKU-UIIEMUUECKUX TTOPaKeHUH TOJOBHOTO
mosra. [lpoBemeHo wucciemoBanue y 164 TalMEeHTOB
C TUTTIOKCUYECKU-UIIIEMUYECKOM SHIIe(aomaTheii ¢ mpo-
BEJICHHBIM MAaTHUTHO-PE30HAHCHBIM CKaHUPOBaHUEM
mosra. Oco0eHHOCThI0 OTOOpa OBUIO TO, YTO B MCCIE-
JNIOBAaHHYIO TPYMITy OTOMpalMCh CAydau ¢ TIpU3HaKaMu
TUTTOKCUYECKU-UIIEMUUECKUX M3MEHEHUI B MO3TOBOI
TKaHu. [Ipy 3TOM KIMHUYECKUI WM HaIpaBJISIOMINA
JMWarHO3 TUTTOKCUYECKU-UIIIEeMUIEeCKOI dHIIe(haTonaThn
KpUTEepUeM BKJIIOUEHUSI He ObUI. DTO TO3BOJIUIO MU30e-
KaTh BIMSTHUST KITMHUYECKOTO (TIpeaBapUTEIEHOTO) Ara-
THO3a TI0 LIEMOYKe MpeaBAPUTENIbHBIN (KIMHWUYECKUIA)
JIVarHO3 — HaTpaBJIAIOMINI Ha MATHUTHO-PE30HAHCHYIO

I OC/10XKHEHHOCTb aHaMHe3a maTepu no comaTuyecKkom HeMHd)eKLLMOHHOVI natonornu

s OC/I0XKHEHHOCTb aKyLepCKO-TMHEKON0TMYECKOro aHamHesa

e e e e e JlHelHan (OCNOKHEHHOCTb aHAMHE3a MaTePU NO COMATUYECKOW HEMHDEKLMOHHOW NaToNormm)

eeecee JINHelHaA (OCI‘IO)‘KHGHHOCTb aKylwepCKo-rmHeKonorn4eckoro aHaMHesa)

Puc. 2. PacnpocTpaHEHHOCTh OTSATOIEHHOTO AHAMHE3a MATEpPH MO COMATHYECKOl HeMH(EKIMOHHOI NMATOJIOTHH

U aKYIIePCKO-THHEKO0JOrMIecKoro aHaMHe3a Mo rpynnam.

Fig. 2. Incidence of complications in the mother’s medical history for somatic non-infectious pathology and obstet-

ric-gynecological medical history by groups.
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ToMOTpadHIo IMarHO3 — WHAYKIIUS HeMpOBU3yaau3aliu-
OHHOTO 3akjo4eHus. B mpoiiecce paboThl Takast mpak-
THKa oTOOpa TAIlMeHTOB TOJHOCTBIO ceOsl OIpaBraa,
MMOCKOJIbKY JUIb 11% nereii, BKIIIOUEHHBIX B UCCIENO-
BaHHYIO TPYITITy, UMEJIX AUArHO3 THUIOKCUYECKU-UIIIe-
MuYecKoit sH1edanonatun. Kpome Toro, Mbl yoexxneHsbl,
YTO UMEHHO 3TOT MOAXO MTO3BOJIUII BKITIOUUTH B TPYITITY
U U3YYUTH CIy9au ¢ JIETKUMU TUITOKCUYEeCKU-UIIEMHUYe-
CKUMM M3MeHeHUsMU. HeTocTaTOUHOCTh TaKUX JAaHHBIX
XapaKTepHa Ul KilacCU(UKAIUii, CO3MAaHHBIX ST 00b-
eKTUBU3ALNM TOKAa3aHWM M JAUHAMHWKHU TIPU KpaHUO-
nepebpanbHOt TUNoTepMumn [8, 9], MOCKOILKY cama
Mpolleaypa TPOBOAUTCS TIPU OYEBUIHBIX YKa3aHUSIX
Ha HaJlM4yie THIOKCUYECKU-UIIEMUYECKOM aHIIedano-
MaTUM, TEM CaMBIM «(POKYC UyBCTBUTEIBHOCTH» KJIACCH-
(pukay aBTOMATUYECKU CMEIIAETCSl B CTOPOHY Oolee
BBIpAXXEHHBIX M3MEHEHMII B MO3roBoii TKaHM. Kiiac-
cudukaumst A.J. Barkovich u coast. [7] B mpuHuMIIe
HE YYUTBHIBACT JIETKHE TMOCTITUIIOKCHUYECKUE M3MEHEHUS
B MEPUBEHTPUKYIISIPHON 00J7acTH, HE PacrpoCTpaHsIO-
1IKecs: Ha TTIOAKOPKOBOE OeJ10e BEeIIeCTBO OOJIBIITUX TTOJTY-
mapwuii. [Ipr 3TOM HaKOIJIEHHbIE TaHHbIE HENPOCOHO-
rpauyecKnX MCCIeIOBAaHUI HEBO3MOXHO OTPHUIIATH,
a OHU YKa3bIBAIOT Ha TTOPakeHNEe MePUBEHTPUKYISIPHOTO
Oesoro BellecTBa Kak Ha HauOoJiee 4acTo BCTpevarolie-
ecs TIOCTTUITOKCUYECKOe M3MEHEeHUEe MO3TOBON TKaHU
[1-3]. Kpome Toro, mpuMeHeHHE OLIEHOUYHBIX METO-
ik L.C. Weeke u coasr. [9] u S.B. Trivedi u coasr. [§],
C OIHOM CTOPOHBI, TpeOyeT BBICOKOI KBaTMPUKAIINN
Bpaya BU3yaJlbHOM AMArHOCTUKU, C APYroMl — coueTa-

Table 4. Distribution of patients depending on gestational age

eTCsl C CYIIECTBEHHOI CyOBEKTUBHOCTBHIO B OLIEHKE pac-
MPOCTPAHEHHOCTHU TMOPaXXEeHUs B TMPOLIEHTaX OT o0beMa
MOpaXeHHOU 001acTH.

Mbl  crapanuch MakKCUMaJbHO YIPOCTUTh METO-
MUKy W TIpU 3TOM HE YMEHBIIUTbh e¢ MH(pOPMATUBHO-
ctu. Pexum DWI, pekomeHnmyembiit, K npumepy, S.B.
Trivedi u coaBT. [8], MBI HEe MCITOJIb30BaIU IO MPUYUHE
HEOoOXOIMMOCTU COKpallleHUsI BpeMeHU OO0C/IeI0BaHUS
U TIpeObIBaHMST peOeHKa Mo HApKO30M (TTOCKOJIBKY Hap-
KO3 — BTO OCTpasi MTHTOKCHUKAIIMSI MO3Ta, a B HAIlIeM CJTy-
yae — ele 1 Mo3ra, rnopaxkeHHoro rurnokcueii). [Tomumo
9TOro, WEHHOCTb IIOJYYEHHBIX TIPU UCIOJb30BaHUU
pexuma DWI naHHbIX Tipr3HaeTcst He BceMu. Tak, naxe
10 MHEHUIO CTOJIb aBTOPUTETHOTO CIEeMaINCTa, Kak M.
Ruthreford [5], «<uHorna BusyanbHblii aHanu3 DWI Huuem
He MpuMevaTesIeH I CJIOXKEH I MHTePIIpeTalluy 1aXe
MpU HAIMYUU CUJIBHOTO MOBpexneHus». HezHauuresnnb-
Hble TUTTOKCUYECKU-UIIIEeMUYECKNe U3MEHEHUSI B TKaHU
MO3ra YUMTHIBAET, OTTAIIKUBASICh OT TOHSITUSI «HOPMBI»,
knaccudpukauuss NICHD [10], ogHako B Heil OTCyT-
CTBYET YeTKOCTb (DOPMYJIMPOBKU, pa3esiiolleii ypoBHU
1A u 1B, 4TO BHOCUT B KQ4€CTBO OLIEHKHU CYIIIECTBEHHBIN
CyOBEKTUBHBI KOMITOHEHT.

Ilpu co3maHum mpenyaraemMoi  KjiaaccupUKalUu
Mbl WCXOIWJIW, TPEXIE BCEro, M3 ee TpaKTUYeCKOu
MPUMEHUMOCTH, WH(MOPMATUBHOCTM UM OOBEKTUBHO-
ctu. [ToaToMy B KayecTBe OCHOBHBIX OLIEHOUHBIX KpH-
TepueB UCIOJb30BaIM aHATOMUYECKNE OPUEHTUDPHI,
He CTaBsd 3aladyy Mo OlIEHKE o0beMa UX MMOPaKeHUsI
W UCKIIIOYasi, TeM CaMbIM, CYOBEKTHUBHBII KOMIIOHEHT

Tabauya 4. PacnpeneneHue naieHToB B 3aBUCUMOCTH OT CPOKA recTanun

Cpox recranuu I'pynna 1A (n=22) [I'pymna 1b (n=5) TIpymna2 (»=28) [I'pynmna3 (n=9) [I'pynna4 (n=6) h (df=8)
JIOHOLIIEHHOCTh 21 (95,45%) 3 (60,00%) 19 (67,86%) 8 (88,89%) 1(16,67%)
HenoHomeHHOCTH 0 2 (40,00%) 7 (25,00%) 1(11,11%) 4 (66,67%) 0,0128
IlepeHOoIEHHOCTh 1(4,55%) 0 2(7,14%) 0 1(16,67%)

Tabauya 5. PacnpenejieHue NaiUeHTOB B 3aBUCMMOCTH OT TSKECTH COCTOSIHUS MPH POXKIAECHUN
Table 5. Distribution of patients depending on the severity of the condition at birth

CocTostHHE IIPH POKIECHUH

I'pymna 1A (n=63) TIpymna 1b (»=13) TIpymna 2 (n=57) [I'pymna3 (n=13) TIpymnad4 (n=10) P, (df=8)

YnoBneTBopUTEIHHOE 45 (71,43%) 8 (61,54%) 35(61,40%) 3(23,08%) 4 (40,00%)
0,0014

Tsoxenoe 11 (17,46%) 5(38,46%) 12 (21,05%) 9 (69,23%) 6 (60,00%)

CpeaHel TIXeCTH 7 (11,11%) 0 10 (17,54%) 1(7,69%) 0
Tabauya 6. CpaBHeHHE TPYNI IO KOJIMYECTBEHHBIM NMOKA3aTe M MIKAJIbl Anrap
Table 6. Comparison of groups by quantitative indicators of the Apgar scale

IToka3arens I'pymna 1A (n=62) TI'pymma 1B (»=13) I'pymna2 (n=55) [I'pymma 3 (»=13) [I'pymna 4 (n=9) P (df=4)

Arrap | 7,19£1,50 6,80%1,30 7,40%1,26 6,00 5,00 0,2909
Armrap I1 8,24+ 0,89 7,60%0,89 8,28%1,17 7,00 7,00 0,2430
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n3 oueHKU. C 3TO# Xe 1eJIbI0 Mbl UCKTIOUNINA UCTIONb-
30BaHue JUISI OLIEHKW TJIYOMHBI MOpakeHUs U3JIUITHIO
NI TIPAKTUKYIOIIET0 Bpadya BU3YaJlbHOW MMAarHOCTUKU
aHATOMUYECKYIO JeTanu3annio (TOCKOIbKY He BCe Bpauu
CMEUAIM3UPYIOTCS UCKIIIOUUTEIbHO HAa HEPOBU3YaIIN-
3allMM1) Y BKJTIOYWJIN B YUCJIO KPUTEPUEB TaKUE TIOHSITHS,
KaK «30Ha BHYTPEHHEro Bojopasiejia» U «30Ha BHEIll-
Hero Bojopasnesia», OObeAUHSIONINEe HECKOJbKO aHa-
TOMUYECKUX O0pa30oBaHUlI M CMOCOOCTBYyIOIIME Oosiee
KOMIUIEKCHOMY  TIOHMMAaHWUIO  PaclpoCTpaHEHHOCTHU
TUTTIOKCUYECKU-UIIIEMUYECKOTO TMpoliecca. B wuToro-
BOM BapMaHTe B KayeCTBE aHATOMUYECKUX OPUEHTHPOB
U HeWpoBU3yalIM3alMOHHBIX (DEeHOMEHOB ISl KJac-
cuuKalM  MCIOJIb30BAJINCh CTPYKTYPHI  OacceiiHa
«HapYy>XHOTO BoJiopas/ea» (MepuBEHTPUKYIISIpHOE Oetoe
BEILIECTBO B MOrpaHUYHON 30HE MepeaHeli-CpeaHeN MO3-
TOBBIX apTepuil, WU CPeAHEN-3aIHE MO3TOBBIX apTe-
puii), CTPYKTYphI OacceiiHa «BHYTPEHHETO Bojopasiesia»
(6eyioe BelecTBO MOMyIapuii MEXIY JJIEHTUKYJIOCTpUap-
HBIMU apTEepUSIMU U TJIYOOKMMM TIPOHMKAIOIIMMU BET-
BSIMU CpPEIHEN MO3TOBOW apTepUy WA B MOTPAHUYHOM
30HE IIyOOKMX BeTBell cpeaHell M mepeaHell MO3TOBBIX
apTepuii) — OCTPOBKOBbIE 00JIACTH, CEMMOBAJIbHbIC
LIEHTHI U JYYUCTBHIN BEHEll, 3aaHsIsI U TepeaHsIsl HOXKHU
BHYTpPEHHEW Karcyibl, 0a3ajbHble TaHIJIMW, TajlaMyc,
KUCTbI, BHYTPUKETYTOUYKOBBIE TEMOpPPAruu, MposiBJICHUSI
TJIN03a.

Pesynbrarhl mepBUYHOTO aHAIM3a MaTepUAJIOB UCCIIe-
JIOBAaHUSI MO BTUM KPUTEPUSIM M aHAJIN3a UMEIIIEHCs
nHGOpPMaIIMY MO MaTOTeHe3y TMIIOKCUYEeCKU-UIeMuYe-
CKMX TMOpakeHUI MO3Ta Y HOBOPOXACHHBIX MO3BOJIMIIN
pasneuTh UX Ha 5 TPy

I'pynma 1A — mamueHTsl ¢ u3MeHeHHbIM MPT-
CHUTHAJIOM OT CTPYKTYp, BXOASIINX B OaCCEMHBI «HApyX-
HOro BoJOpasaeda» W 3agHell HOXKM BHYTpPEHHeu
Karcymibl 6e3 TPU3HAKOB BHYTPUIKETYT0UYKOBOTO KPOBO-
U3JTASTHUS;

I'pynma 1B — manueHThl ¢ uM3MeHeHHbIM MPT-
CHUTHAJIOM OT CTPYKTYp, BXOASIINX B OaCCEMHBI «HApyX-
HOro BojoOpasaeda» UM 3adHell HOXKM BHYTpPEHHeu
Karcymibl ¢ TIpU3HaAKaMU BHYTPHXKEJYTOYKOBOTO KPOBO-
WU3JTASTHUST

I'pynma 2 — mnauumeHTsl ¢ u3MeHeHHbIM MPT-
CHUTHAJIOM OT CTPYKTYp, BXOASIINX B OaCCEMHBI «HapyX-
HOTO» W «BHYTPEHHETO» BOJOPA3JEIO0B, 3aHEN U TTEpe-
HEW HOXEK BHYTPEHHEN KarcCyJibl.

I'pynma 3 — mnauumeHTsl ¢ u3MeHeHHbIM MPT-
CHUTHAJIOM OT CTPYKTYp, BXOASIIINX B OaCCEMHBI «HApyX-
HOTO» W «BHYTPEHHETO» BOJOPA3JEI0B, 3aHEN U TTEpe-
Hell HOXEK BHYTpPEHHEH KarlCyJsibl, a Takxke 0a3albHbIX
TaHTJIMEB U 3pUTEJIbHOTO OyTpa.

I'pynma 4 — mnauveHTHl ¢ AUMEOY3HBIM TOpaxe-
HUEM MO3TOBOM TKaHW C TIPOSIBJICHUSIMU PaHHETO TJIM-
o3a u (M) chopMUPOBABIIUXCS JMOO (hopMUpYIO-
LIMXCS KUCT.

I'pynmnupoBKa ciydyaeB IO BBIOPAHHBIM KPUTEPUSIM
norpedoBaja noKazaTreJbCTBa TOTO, YTO TPYIIbI OTpa-

KAIOT CTEINeHb TSXKECTU TUMOKCUYECKU-UIIeMUYECKUX
U3MeHeHUit. B kauyecTBe MOATBEpXIEHUsI ObUIM TIONY-
YeHbl OTBeYalollre TpeOOBAaHUSIM JOCTOBEPHOCTH B pa3-
JIMUMSIX MEXIY TPYIMIaMu TakuxX (hakTopoB, KaK OCJIOX-
HEHHOCTb aHaMHe3a MaTepu II0 COMaTUYeCKOu
WHGEKIIMOHHON TaTOJIOTUMW, JIMTENIbHbIN 0e3BOIHbIN
MPOMEXYTOK, TSIKEJIOe COCTOSTHUE B PaHHEM IOCepo-
IOBOM TIEpUOZE, CUHIPOM YTHETEHUs JIMOO CYIOpOTH
B paHHEM HEOHaTaJbHOM IEePUOIE.

B kayecTBe MOIOJHUTENIBHOTO apryMeHTa MOXHO
WUCITOJIB30BaTh  TPAAUIIMOHHOE TIOJIOKEHUE O TOM,
YTO TTOpaKeHMsT 0a3aJbHBIX TAHTJIMEB U, TeM OoJee, pop-
MUPOBaHUE TJMO3HO-KUCTO3HBIX W3MEHEHUM, CiyXaT
MPU3HAKOM TI€PEHECEeHUsI CYIIEeCTBEHHON TMITOKCUM/
WIIEMUU TOJJOBHOTO MO3Tra, a U30JIMPOBaHHbIE MEPUBEH-
TPUKYJISIPHBIE U3MEHEHUsI CBUIETEIbCTBYIOT O OoJiee Jier-
KOM BO3elicTBUM MaToreHerndeckoro ¢akropa. [Ipo-
MEXYTOYHOE TIOJIOKEeHNE B TIPUCYTCTBYIOIIMX CUCTEMAX
OLIEHKHU BBIPaKEHHOCTH 3aHUMAIOT IMOpakeHUe CTPYKTYP
«HapPY>KHOTO BOJIOpa3iesiar.

Ocoboro ocmbiciieHust ToTpeboBana rpynmna 1b.
CaMo ee TIOSIBJIEHWE B CXeMe aHajin3a ObLIO HEeOXHIaH-
HBIM, TIOCKOJIbKY HaHHbIE 1O OObeAMHEHHON rpymre |
HE YKJIaIbIBaJIUCh B JIOTUKY WCCJIEIOBaHUS, <«pa3Mbl-
Basl» BIlEYATJICHME O HEl KakK O TpyIle ¢ caMbIMU JieT-
KUMU TUMOKCUYECKU-UIIEeMUIECKUMU W3MEHEHUSIMU.
IIpu npenBapuTeIbHOM aHAIM3e B COCTABE 3TOM I'PYTIIIHI
OBLIM BBISIBJIEHBI CJIydau BHYTPUKEJTYIOUYKOBBIX KPOBO-
uznusiauii. [Tpupona ux Tpedyer yTouHeHUs B JajibHe-
LIMX UCCTIEIOBAHUSIX, HO YK€ TO, YTO BHYTPUKETYI0YKO-
BbI€ KPOBOU3JIUSHUST Pa3BUBAIIMCH TIPU JIETKOW CTENeHU
TUTIOKCUY BechMa IpuMedaTesbHbIN (pakTt. Takum obpa-
30M, BHYTPMKETYJI0UYKOBbIE KPOBOUBIIMSIHMSI HE BO BCEX
clyyasix CIIy>kKaT MapKepoM TsikKecTu rurokcuu. Pac-
MPOCTPAaHEHHOCTh OTSITOIIIEHHOTO MaTepUHCKOTO
aHaMHe3a B 3Toil rpynmne 1b cyiiecTBeHHO TpeBbilana
TaKOBYIO B rpyrnmnax 1 u 2, a yrHeTeHue 1 CyJI0poru ume-
JINCh BO BCEX CIIy4Yasix, YTO MOXKET CIYXUTb yKazaHUEeM
Ha TIPOTHOCTMYECKM HEeOJIaronpusiITHBIN XapakTep JaH-
HOTO MaTtoJjiornyeckoro peHoMeHa. bojiee Toro, UMeHHO
B 3TOW TpyIirne ObLUIO JOCTOBEPHO OOJIbIIIE HETOHOIIECH-
HBIX JeTeil, a HEIOHOIIIEHHOCTh MOXHO paccMaTpuBaTh
B KayecTBe Mpeapacriojiaraloiiero K pa3BUTUIO TeMOp-
parun dakropa. PeHOMEHOJIOTUYECKHE OCOOEHHOCTH
BHYTPUIKEJTYIOUKOBBIX KPOBOM3JIUSIHUN HE TTO3BOJISIIOT
WUCITOJIb30BaTh MX B KayecTBe MapKepa WM KpUTepUs
TSDKECTM  TMITOKCUYECKU-UIIEMUYECKUX U3MEHEHUH,
NAaHHBIA MPU3HAK MOXHO MCITOJIb30BaTh KaK JIOMOJHU-
TEJIbHBIN.

Ot rpynnbel 1B no rpynmbl 4 Kaxnas Moclienyro-
masi CTeleHb TUIOKCHYeCKU-uimemMuueckux MPT-
M3MEHEHUI COXpaHSIeT B OOJIIIMHCTBE CJIy4yaeB IMpPU-
3HaKU MpPEIbUIyIIeil, 4TO TIO3BOJISIET HaM TOBOPUTH
O CTaIIMITHOCTU BOBJICUEHUSI MO3TOBBIX CTPYKTYpP B (hop-
MUpOBaHUE MOpP(OJOTMYECKOro TaTTepHa TUMOKCUYe-
CKM-UIIEMUYECKOTO TIOPaXeHUsI U CPOPMYIMPOBATh X
KjaccuduKaluuio 1Mo creneHu Tsokectu. K mepBoit cre-
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MeHu (JerKnuM) MOXHO OTHECTH M3MEHEHUs! B 00JacTu
Hapy>XHOTr0o BOAOpas3aesia U 3aJHEN HOXKMW BHYTpEHHeEM
karcynbl. [lpu Bropoit cremeHu (CpemHeil TSKecTn)
K XapaKTepHBIM ISl IEPBOI CTETIEHU 100aBSITCS TAKOBbBIC
B 00JIaCTM BHYTPEHHETO BOIOpa3/iesia u NepeaHeil HOXKHY
BHYTpeHHel Karicynbl. [1pu TpeTbeii crerneHu (TSoKeabiM)
K M3MEHEHUSIM B 00JIJaCTH Hapy>XHOTO M BHYTPEHHETO
BOJOPA3AE/OB, 3aAHEN U MepenHell HOXEK BHYTpeHHeM
Karicysibl 00aBUTCS KapTUHA CEJIEKTUBHOTO HEMpPOHAIb-
HOTO HEKpOo3a, T.e. TMopaxeHWs Oas3aJbHbIX TaHTJIMEB
u (nnu) tanamyca. M, HakoHel, K YeTBEPTON CTeNeHuU
TSKECTU MOXHO OTHECTU TpyOble CTPYKTYpHBIE U3Me-
HEHUSI B MO3TOBOI TKaHU ¢ (DOPMUPOBAHUEM TJIMO3a,
KHUCTO3HBIX TOJIOCTEN, aTpo(uMu MO3roBOTO BelleCTBa,
oxapakTepu30BaHHbIE HAMM KaK IpyObIe.

3akovyeHue

Besikas  knmaccudukanusi gojikHa OBITh HallesieHa
Ha MpPaKTUYEeCKOe WCMOJIb30BaHNWE U OTpPake€HUE TOTO
o0bemMa nHGpOpMaIMK, KOTOPBII UMEETCsl B pacropsixe-
HUU uccliefoBareieil Ha MoMeHT ee cozaaHus. [lpen-
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OPUINHAJIbBHbBIE CTATbU

CTaBJIeHHasl KjaccuduKalus TOMOrJia caMUM aBTOpaM
COPHEHTUPOBATHCS B TTOTOKE IMAIIUEHTOB C TUIMOKCUYE-
CKM-MIIEMUUYECKUMU  M3MEHEHUSIMHU, C(POKYyCcHpoBaTh
BHUMaHUE U CBOE U KOJIJIET HEWPOTIeANaTpOB U MUKPOTIE-
JIMaTPOB Ha 0CO00 MHTEPECHBIX acrekTax: 1) oTCyTcTBUE
MMarHO3a TUMOKCUYECKU-UIIIeMUYeCKol 3HIedatona-
TUU HE €CTh YCJIIOBUE OTCYTCTBUS THITOKCUYECKU-UILIEMU -
YecKMX U3MEHEeHUI1 B Mo3re (31eCh, KOHEUHO, OOJIbIIYIO0
pOJIb UTPAEeT OTCYTCTBUE CIeliM(prUIecKol KIMHUIECKON
KapTUHbI U Majlasgs UH(MOPMATUBHOCTb «PedIeKTOPHO»
WCITOIB3YeMOH 1IKaJbl Arrap); 2) BO3MOXHOCTh pa3BU-
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CKPOMHOM TMMOKCUYECKOM BO3IEHCTBUN; 3) HA BO3MOX-
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Chinese traditional medicine in the comprehensive rehabilitation of children
with cerebral palsy

M. Zhang!, E.Y. Sergeenko’?, A.1. Krapivkin'?, U.V. Smelnitskaia®, O.U. Belykh',
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B Hacrosiiiee BpeMsi aKTyaJbHbIM OTCAETCS MOUCK HOBBIX BO3MOXKHOCTEil KOMILUIEKCHOW PeaOuIMTAIMH JeTeil ¢ NeTCKUM Hepe-
OpaJbHBIM MAPATMYIOM TS HYOPMUPOBAHHMS IPOTPAMM PEAOGWIMTALMH C BBICOKOH 3¢ ()eKTHBHOCTBIO HA OCHOBE METO/IOB KHTAICKOI
TPaJHMLIMOHHOI MeINLHHBI.

Henb uccienoBanus. Ypennuenue 3¢¢GeKTHBHOCTH KOMIUIEKCHOH peadumMTauuu Jereil co cnactuyecKkumu GopMaMu 1eTCKOro
1epedpPaIbLHOro Napajinya Ha OCHOBE BKJIIOUEHHS B IPOrpaMMy peadMINTAINH KHTAHCKHX TPAJIUIHOHHBIX METOIOB.

Marepuasisl 1 MeTobl. B ucciieoBanne ObLTH BKIIOYEHBI 59 jeTeil cO cnacTHYeCKUMH (hopMamMu IeTCKOro epedpajibHOro napa-
mmya. Cpemnnii Bo3pact cocraBui 2,910,17 roga. B ux uncie 30 (50,8%) neBouek. B 0cHOBHOII rpymie NpuMeHsTH CTAHIAPTHYIO
PeadMIMTALNMIO M JOMOJHUTEIbHO MCIOJIb30BAJIM METOAbl KMTAWCKOM TPaAMIMOHHON MeIUIMHBI: KMTAWCKHIl MAacCakK <«TyilHa»,
KPaHHOMYHKTYpa, Kiaccuyeckas akymnpeccypa B coueranun ¢ Cy-Kok Tepanueii. B rpynne cpaBHeHus1 ObLIa NPUMEHEHA TOJIbKO
cTaHgapTHas peadummranus. Lns onpenenenns 3¢ ek THBHOCTH KOMIIEKCHOI MEANIMHCKO# peaduinTanuu npuMensii moaudu-
mupoBanHyio wKkaixy Ashworth u mkany onenku 60sbmmx MoTopHbIX dynkumii (GMFCS), a TakKe uccienoBaiy aJantTauuoOHHbI
norennuan (AIT) cucTeMbl KDOBOOOPALIIEHUS M TUII AJANITAIMOHHBIX PEAKIIHIA.

Pe3yabratsl. IIpu cpaBHeHHH aaNTAMOHHOrO MOTEHIMA/A NOC/IE PEAOHIMTALMH CTATUCTHYECKH 3HAYMMO PA3HHULBI He MOJy4eHO
(»=0,913). Peakuum cTpecca B rpynmax BbisiBieHO He 0bL10 (p=0,927). B 0CHOBHOII Ipynme 0TMeYajoCh T10CTOBEPHOE CHIDKEHHE
MbIe4yHoro Tonyca (p=0,001), BbIpazkeHo yiydnieHue ABuratebHbIX Gpynkumii no mkane GMFCS (p=0,04).

3akimoyenne. Hanuume nosioKuteabHOi TMHAMHKHI MBIIIEYHOTO TOHYCA Y JeTeil CO cnacTH4ecKuMH hopMaMu e TCKOro epedpaib-
HOTO NMAPAJNYA MO3BOJISIET CAEIATh BHIBO/, YTO BKIII0UEHHE METOIOB KUTANCKO TPAIMIMOHHON MEIMIMHBI B KOMILIEKCHYIO peadu-
JIMTALMIO MOBBIAET 3 eKTHBHOCTD PeadUINTAIMOHHBIX MEPONPUATHIA.

Karouesvte caoea: oemu, oemckuii yepebpanvHwlLil napaiu4, MeOUYUHCKAs peaduiumauiiss, Maccanc myiuHa, KUmaickas mpaouyuoH-
Has meduuuHa, adanmayuoHHbLI NOMeHUUan.

Ansa umtuposanus: Yxax M., CepreeHrko E.IO., KpanvskuH A.U., CmensHuukas F0.B., benbix O.10., bBykpeesa E.A., Heynaxu+ E.B., ApycTta-
msiH .M., Cokonos [1.J1. Kutarickas TpaavunoHHas MeauvLmHa B KOMIIEKCHOM peabunutaummy AeTel ¢ 4eTCKUM LepebpasibHbIM Napaanyom.
Poc BectH nepuHaton n neanarp 2025; 70:(2/2): 31-37. DOI: 10.21508/1027-4065-2025-70-2 (4.2)-31-37

It is relevant to search for new opportunities for comprehensive rehabilitation of children with cerebral palsy in order to create highly
effective rehabilitation programs based on the methods of Chinese traditional medicine.

The purpose of the study: to increase the effectiveness of comprehensive rehabilitation of children with spastic forms of cerebral palsy
by including traditional Chinese methods in the rehabilitation program.

Methods: the study included 59 children with spastic forms of cerebral palsy. The average age was 2.9 + 0.17 years. There were 30
girls (50.8%). In the main group, standard rehabilitation was used and additionally used methods of Chinese traditional medicine;
in the comparison group there was only standard rehabilitation. To determine the effectiveness of complex medical rehabilitation,
a modified Ashworth scale and a gross motor function scale (GMFCS) were used, and the adaptive potential of the circulatory system
and the type of adaptive reactions were studied.

Results. When comparing adaptive potential after rehabilitation, no statistically significant difference was obtained (p=0.913). Stress
reactions were not detected in any of the subgroups (»=0.927). In the main group, a statistically significant decrease in muscle tone
was revealed (p=0.001), and improvement in motor functions according to the GMFCS scale was expressed (p=0.04).

Conclusion. The presence of positive dynamics of muscle tone in children with spastic forms of cerebral palsy allows us to conclude
that the inclusion of methods of Chinese traditional medicine in comprehensive rehabilitation increases the effectiveness of rehabili-
tation measures.

Key words: children, cerebral palsy, medical rehabilitation, massage, traditional chinese medicine. maccaxc myiina, adanmayuoHHbLil
nomeHyuan.

For citation: Zhang M., Sergeenko E.Y.,Krapivkin A.l., Smelnitskaia U.V., Belykh O.U., Bukreeva E.A., Neudakhin E.V., Arustamyan D.M.,
Sokolov P.L. Chinese traditional medicine in the comprehensive rehabilitation of children with cerebral palsy. Ros Vestn Perinatol i Pediatr
2025; 70:(2/2): 31-37 (in Russ). DOI: 10.21508/1027-4065-2025-70-2 (p.2)-31-37
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OPUITNHAJIbHBIE C

b

pamuLIMOHHAs KUTacKash MEIUIIMHA TIPOJEMOHCTPH -

poBajia YHUKaIbHYIO 3(P(PEeKTUBHOCTD B peadTATALINI
NeTeil ¢ IeTCKUM TIepeOpaTbHBIM TapaimioM B TIpoIiecce
KOPPEKIMM ABUTATEIbHON AUChYHKIMU. B 6aze maHHBIX
China Knowledge Network 3a nocneanue 10 jiet Ob110 omny-
onmkoBaHo 6osee 1000 crareit, Kacaronuxcst MpUMEHEHUST
AKYIMyHKTYPbl U1 METONVKN «KUTAUCKUI MACCAXK «TyHHa»»
(tuina), OoCHOBaHHOI Ha TEXHUKAX JaBJICHUS, pPaCTsIKe-
HWUsI, BpallleH!sT B OOJIACTH TOYEK aKyIMyHKTYPBl U MepH-
JIMAHOB IIHALLY, IS YIYJIISHUST IBUTATeIbHON (hyHKIIUU
pu TiepedpasbHOM Tapammde. Cpemy HUX MHOTOIIEHTPO-
Bble PaHIOMM3UPOBAHHBIE KOHTPOJIMpPYEeMble JIBONHBIC

© KonnekTtne aBTOpoOB, 2025

Anpec a1 koppecnongenuun: Uxxan MaocsiH — acri. Kadeapbl peabuanToso-
ruu u ¢usnorepanun PaxynbreTa JOMOTHUTETBHOTO MPOGECCUOHATBHOTO
o6pazoBaHust MHCTUTYTa HENMPEPBIBHOTO 00pa3oBaHus U MPOdhecCHOHaTLHOTO
pasBuTusi Poccuiickoro HallMOHAJIBLHOTO UCCIIEA0BATEILCKOTO MEANLIMHCKOTO
yHuBepcuteta uMm. H.W. [Muporosa,

ORCID: 0009—0000—6495—3466

Cepreenko Enena KOpseBHa — 1.M.H., ipod., 3aB. Kadeapoit peabuIuToI0rum
u usnorepanuu 1 nekan MHCTUTYTa HeNpepbIBHOTO 06pa3oBaHus U rpodec-
CHOHAJILHOTO Pa3BUTHsI PoccmiicKOro HallMOHAJIBHOTO MCCIIENO0BATEIbCKOIO
MeaMuMHekoro yHusepeutera um. H.W. Tuporosa; 1. Hayd. cotp. HayuHo-
MPAKTUYECKOTO LIEHTPA CIeLNATU3UPOBAHHON MEAULIMHCKO MTOMOLIY IETSIM
uM. B.®. BoiiHo-SceHenkoro,

ORCID: 0000—0001—7882—1317

Benpix Onbra KOpbeBHa — acc. Kadeapbl peabMINTOIOTUK U (hU3NOTEparTii
DaxkynbTeTa AOMOJHUTENBHOTO MpodeccuoHaibHOro obpasoBanus WHcTU-
TyTa HEMpepbIBHOr0 00pa3oBaHus U npodeccruoHaabHOro pa3sutust Poccuii-
CKOTO HAIMOHAJIBHOTO HCCIEI0BATEILCKOTO MEIUIIMHCKOTO YHUBEPCHUTETA
um. H.W. IMuporosa,

ORCID: 0009—0002—6534—9951

ApyctamsaH [luana MrepoBHa — opauHaTtop Kadenpsl peaduIMTOIOTUKA
u pusnorepanuu PakyabreTa TOMOTHUTETBHOTO MPOohecCHOHATBHOTO 06pa-
30BaHust MHCTUTYTa HenpepbIBHOrO 00pa3oBaHMsi U MPOHECCUOHATBHOIO
pa3BuTHsi Poccuiickoro HallMOHATBHOTO MUCCIIE0BATEIBCKOTO MEAULIMHCKOTO
yHuBepcuteta um. H.U. TTuporoga,

ORCID: 0009—0004—3040—0061

117997 Mockaa, yi1. OCTpOBUTSIHOBA, 1. |

Kpanuskun Anekceii UropeBuy — a.M.H., qup. HayqHo-TIpakTHUeCcKOro LIeHTpa
CMeNMATU3MPOBAHHON MEAUIIMHCKOW momolu aetsiMv uM. B.®. BoitHo-Sce-
HelKoro; rnmpod. Kadenpbl rocruTaabHOl nequaTpu MHCTUTYTa MaTepuHCTBA
u nerctBa Poccuiickoro HallMOHATBHOTO MCCIIEA0BATEILCKOTO MEIUIIMHCKOTO
yHuBepcutera um. H.U. Tuporosa,

ORCID: 0000—0002—4653—9867

Cwmenpautikast FOnus Bukroposra — Bpau JIOK HayuHo-TipakTMIeCcKOTO HIeH-
Tpa CleUUaTM3UPOBAHHON MEIMIIMHCKONM oMoy aetsim uM. B.MD. BoiiHo-
Scenenkoro, ORCID: 0009—0005—6020—7235

Bykpeesa Enena AnaronbeBHa — CT. Hay4. coTp. HayuHo-TipakTHyecKoro 1eH-
Tpa CNeUUaTM3UPOBAHHON MEAMLIMHCKOI moMouu aetsm um. B.®D. Boiino-
SlceHenkoro; accucreHT Kadeapbl peabuiutosornn U - usnorepanuu
®DaxkynbTeTa AOTOJHUTEIBHOTO MpodeccuoHabHOr0 obpasoBanus WHCTH-
TyTa HeMpepbIBHOTO 00pa3oBaHus 1 npodeccuoHaibHOro pa3sutust Poccuii-
CKOTr0 HalMOHAJIBHOIO MCC/Ie0BATeIbCKOr0 MEIMLMHCKOrO YHUBEpCUTeTa
um. H.U. lMuporosa,

ORCID: 0000—0001—7660—4933

Heynaxun Esrenuii BacuibeBnd — 3aci. Bpau P®, m.M.H., npod., 1. Hayd.
cotp. HayyHO-mpakTHuecKoro LeHTpa CHeluaIu3upoBaHHON MeIMIIMHCKON
oMot aetsim uM. B.®. BoitHo-Scenerkoro,

ORCID: 0000—0002—9124—1306

Coxkonos [lasen Jleonnnosuy — 1.M.H., pod., . Hayd. cotp. HayuyHo-npak-
TUYECKOTO IIEHTPa CHEeIMATU3UPOBAHHON MEAMLMHCKON IMOMOILIY [ETSIM
uM. B.®. Boiino-Scenenkoro,

ORCID: 0000—0002—0625—1404

119620 Mockaa, yi1. ABHaTOpOB, 1. 38

cJIeTible M Apyrve KIIMHUYECKWE MCCIIENOBAaHUS, KOTOphIe
3HAYUTETbHO O0OTaTWIM 6a3y HaydHBIX JaHHBIX, OIpe-
JEeTVIA METOIbl peabWIUTAIIMKM JIeTel C JEeTCKUM Iiepe-
OpaJIbHBIM MapaJiIMuoM U OOECTIeYMJId HaleKHYI0 OCHOBY
JUT JAJTbHEHIIIEr0 Pa3BUTHS KOMIUIEKCHBIX TEXHOJOTHIA
peabMIMTALINK TTAITUEHTOB STOTO PO,

B Hacrosiee BpeMsl 3KCHEpPTBl M y4eHBIE U3 MHO-
TMX CTpaH MUpa TOoJaraloT, YTO TPaaWuLIMOHHAs KUTaii-
cKast MeIUIIMHA UTPaeT HEMAJOBAXKHYIO POJIb B JIEYeHUU
JIETCKOTO IiepeOpalbHOro mapannya. Tak, OTMedeHO,
YTO WIJIOYKAJIBIBAHWE CHITPalO TMOJOXUTEIbHYIO POJIb
MpU KOPPEKIUU TpyOoil IBHUTATENIBHOM JMCHYHKIINN
y IeTeil ¢ NeTCKUM IepeOpaibHbIM MapaJudoM MOCpe/-
CTBOM CHWXXEHUsI YPOBHSI CIIACTMUYHOCTU W YBEJTUYECHUS
aKTUBHOCTH peOeHKa B TTIOBCEIHEBHOM XXU3HU [1].

JlaHHBIE CTATUCTUYECKOTO aHalln3a, MPOBEIEHHOTO
Ha TaitBaHe W B Kwurae, CBUIETENBCTBYIOT, YTO KOM-
TJIEKCHAsT TEXHOJIOTUSI, BKITIOYAIOIasi UTJIOyKaJbiBaHHE
U Pa3IMIHBbIE METOABI JIeYeOHOM (DUKYIBTYPHI, IBISIETCS
9 GEeKTUBHBIM METOJIOM JICUYEHUs JIeTeil C liepedpaib-
HBIM napasndoMm [2]. bosee Toro, rpu rpoBeaeHUN CTa-
TUCTUUYECKOTO aHajii3a B paMKaX paHIOMU3UPOBAHHBIX
KOHTPOJUPYEMBIX MCCIIEIOBAaHUI OTMEUEHO, YTO WIJIO-
yKaJblBAaHWE HE TOJIbKO BBI3BIBAECT ITOJIOKUTEIBHBIN
3¢hdeKT ¢ TOYKM 3peHUs YIYYIIEHUS IBUTATEIBHBIX
(GYHKLMI TeTeif, HO ¥ CITOCOOCTBYET MHTEJUIEKTYaIbBHOMY
n Ticuxojiormyeckomy pasputuio [3]. C. Zhang n coaBT.
(2021) [4] B pe3ynbTaTe MPOBEIEHHOTO MHOTOIEHTPO-
BOTO PaHIOMU3UPOBAHHOTO KOHTPOJUPYEMOTO HCCIie-
JIOBAaHUSI OTMETWJIM, YTO WCITOJIb30BAaHHME «KUTANCKOTO
Maccaxa «TyiiHa»» B COYeTaHUU ¢ 6a30BBIM peabuInTa-
LIMOHHBIM JIeYeHHeM (JledeOHOM TMMHACTUKOM, TUAPO-
KWHe30Tepanueil, TeTuloJeyeHneM, JJIeKpoJieYeHUEM,
MarHuTOTeparueil) MpUBOAUT K OoJjiee CYIIECTBEHHBIM
pe3yiabTaTaM, a UMEHHO, K YIYYIIEHUIO MaKpOMOTOPUKHU
1 MEJIKO MOTOPWKH, TIATTepHA MOXOAKH, TOBBIIIEHUIO
JIBUTATEIbHOW aKTUBHOCTH, HOpPMAaJU3alliyd MBbIIIey-
HOTO TOHyca MO CpPaBHEHWIO C TIPUMEHEHUEM TEeXHO-
nornu 6e3 maccaxa [4]. [To muenuto C. Orhan 1 coasr.
(2016) [5], Maccax B cOYETaHUU C TEUTTUPOBAHUEM CIIO-
COOCTBYET YJIYYIIEHUIO TTOIBVKHOCTH CYCTAaBOB y JeTei
¢ HepebpalbHBIM MapajuvyoM, a TakKe IOJOXKUTEIBHO
BIIMSIET Ha KUIIIEUHYIO TIEPUCTATTETUKY.

B wHameit cTpaHe TpoBeleH psAl KIMHUYECKUX
HCCIIeIOBaHUI B paMKax peabuIuTalluy IeTeil ¢ lepe-
OpaJIbHBIM TapaTiIoM C Yy9acTHEeM KUTANCKUX CITeI-
aJIMCTOB, CPeAW KOTOPBIX CJIeIyeT BBIACIUTH pPabOTY
Cankr-IleTepOyprckoro rocynapcTBeHHOTO TeauaTpu-
YeCKOro MeJINIIMHCKOTO YHUBepcuTeTa. OHa CBUIETENb-
CTBYeT, 4TO pediekcoTepanust (BKIOYas WIIIOYKaTbI-
BaHME) B COCTaBe KOMIUIEKCHOW peadwiIuTauuu aerei
CO CIMACTUYECKUMHU (DOpMaMU IETCKOTO IepedpasbHOTO
Mmapajnya OKa3bIBaeT BIUSHUE Ha YBEJIUYECHUE TTOIBUK-
HOCTH CYCTaBOB, CHUKEHUE MBIIIEYHOTO TOHYca U (op-
MHMpPOBaHUE IBUTATEIIBHOTO TIATTEpHA XOABOBI 3a CYET
MOBBIIIEHUSI AaKTUBHOCTM TKaHEil TOJIOBHOTO MO3ra
[6—8]. ITpoBeneHHble B YeueHckoii Pecniyonuke uccie-
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noBaHust T.3. AxmanoBa u coast. (2015, 2017) [9, 10]
MOKAa3bIBAIOT, YTO TPAJAULIMOHHAS KUTaCKass MeIULIMHA
WUTpaeT BaxKHYIO pOJib B peadWiuTalru OOJBbHBIX 1Iepe-
OpasIbHBIM TapaJuuoM. B xozme TpexieTHero wmccieno-
BaHMSI B OCHOBHOIl TpyrIie TpUMEHsUIach Mporpamma
peadbuIMTAlIMM, BKJIIOUYABIIIAS JIGKAPCTBEHHYIO Teparnuio,
dus3noTepanuio, JieueOHy0 (PU3KYILTYPY, JIOTOIIeINYE-
CKME 3aHSITUSI M KOHCYJIbTAllMM TICUX0JIoTa B COYETaHUU
C KUTaiCKUMM MeTOodaMM — CKaJibITepanus, LUTYH-
Tepanus, Maccax TyilHa. B rpyrime cpaBHeHUsI METOIbI
TPaAULIMOHHONM KMTalCKOWM MEAULMHBI HE MCMOJIb30Ba-
nuck. st OLleHKY TMHAMUKU ObUIM MCTIOJIb30BaHbI pa3-
JIMYHBIE IIKAJIBI, BKJIIOUasi aHKETY-OTPOCHMK JUTSI PO~
Tejel. YCTaHOBJIEHO, UTO TIOJIOXUTEJIbHAs JWHaAMMKa
ocJie TTIOJTHOTO OKOHYAaHUSI UCCIIEOBAHUS C TOUKU 3pe-
HUST ABUTATEJbHBIX HapylleHWil Habmomamach y 53,5%
JeTel, IBUTATeTbHBIX U peueBhIX — Yy 20,5%, peyeBbIX —
y 5,0%. CrnenyeT OTMETUTh, YTO NOJISI NETE C JETCKUM
1epeOpaIbHbIM TapaJuuoOM C TOJOXUTEIbHBIM (P dek-
TOM B pe3yJibTaTe peadbWINTalluu yBeJIMYUBaIach Mocie
KaxJ10ro Kypca.

Ha ocHoBaHMM MpUBEIEHHBIX TAHHBIX CJEAyeT Ioja-
ratb, 4TO BBEIEHUE METONIOB KMTAMCKOW TpamulIMOHHOM
MEIUIIMHBI B KOMIUJIEKCHBIE MPOrpaMMbl peaOWINTALIuN
eTell ¢ JIEeTCKUM 1epeOpajibHbIM TapaJiiuoM  CITYKUT
TTOTIOTHUTEIBHBIM (DaKTOPOM, yBeIWYMBaOIIUM 3 dek-
TUBHOCTH peabuiutaiu. OJHAKO OCTaeTCsl aKTyaJIbHbIM
MOUCK HOBBIX BO3MOXHOCTEI KOMILIEKCHOW peaduuTa-
LIUU IETeH ¢ MIETCKUM 1iepeOpaJIbHbIM MapaiuiyoM C LEJIbIO
¢dopMupoBaHUS TMpPOrpaMM peadUIUTallMM C BBICOKOM
93 (GEKTUBHOCTBIO HA OCHOBE METOJOB KWUTAWCKOW Tpa-
NUITMOHHON MeauuMHbl. IMEeHHO Takast o3uIIus To3BO-
nuiia cpopMyJIMpoBaTh 1iejib UCCIIEIOBAHUS: YBEIUUYECHUE
3(PEKTUBHOCTH KOMIUIEKCHOI peabuanuTaluyl JeTeid
CO crmacTu4ecKumMu (hopMaMM JIETCKOTO 1epeOdpaibHOTO
Mapajanya Ha OCHOBE BKJIIOUEHUSI B TIPOrpaMMy peadbuim-
TalU KUTANCKUX TPAIUIIMOHHBIX METOOB.

XapaktepucTtuka peteu U MeToAbl UCCNeA0BaHUSA

B uccnenoBanue ObuIM BKIIOYEHBI 59 nereil B BO3-
pacte ot 1 roga o 5 net, cpemHuii Bo3pact 2,9+0,17 rona,
menmana — 3,0 [2,00; 4,00] roma, craHmapTHOE OTKJIO-
HeHue — 1,33. B Ywucre BKIIIOUEHHBIX B HUCCIIEIOBaHNE
o6eo 30 (50,8%) nmeBouek u 29 (49,2%) MaTbYMKOB.
Bce 59 manmeHTOB MMeNnu criacTUYecKue (hOpMBbI JIET-
CKOTo liepebpaibHOro mMapanuda, u3 Hux 28 (47,5%)
6btn ¢ Tetparuterueit, 20 (33,9%) — ¢ muruterueit u 11
(18,6%) — c remuruierveil. DTWIETICUS] Y HUX OTCYT-
cTBOBasia. MeToIOM MPOCTOM paHIOMU3ALIMN TTAlIUEHThI
OBbLTM pacripelieieHbl Ha 2 TPYIIITBI: OCHOBHASI W TPYITIa
cpaBHeHus (Taba. 1).

I'pynmbl ObUTM COMOCTAaBUMBI MEXIY COOOI IO BO3-
pacty, TO TIOJy JBUTATeJIbHBIM HapyIICHUSIM, YPOBHIO
JIBUTATEJIBHOTO Pa3BUTHS MO IIIKaJie OLEHKHM OOJBIINX
motopHbIX QyHK1ME GMFCS (Gross Motor Function
Classification System), ypOBHIO MBIIIIEYHOTO TOHYyCa
no MomuduiMpoBaHHoit 1kane Ashworth (Modified

Ashworth Scale for Grading Spasticity). B ocHoBHOI1
Ipymre TPUMITEHSIIM CTaHAapTHBIE METOIBI peaduInTa-
I U METOABl KUTANCKOM TPamgULIMOHHON MeIMIINHBI;
B TPYIIIIe CPaBHEHUSI — TOJBKO CTaHIAPTHBIE METOIbI
peabunurauuu (Tadi. 2).

s o1ileHKM 6e30MacHOCTH TIPUMEHEHUSI KOMILIeKca
MEIUILIMHCKON peabuInTalluy 10 W TT0Cie MPOBEACHUS
JIByX KYPCOB PeaOUIUTALIMOHHBIX MEPOTPUSITUIL y BCeX
MalMeHTOB WCCIeN0BaIM aganTalMOHHBIN TOTEHIIUA
(AIT) cucrtembl KpoBOoOOpaileHUs1 1o dopmysie, Mpe-
noxeHHoir P.M. baesckum u coaBt. B 1997 r. [11]: AIl
= 0,011-9YCC + 0,014-AAC + 0,008-AdJ+ 0,014-B +
0,009-MT — 0,009-P — 0,27, tne B — Bo3pacT (B ronax),
P — poct, M — wmacca tenma, AIIJI u AIIC — aprepu-
aJlbHOE JaBJieHUE ITMACTOJIMUYEeCKOe W CHUCTOJUYECKOoe,
YCC — gacrToTa cepaeyHbIX COKpaIleHNH.

OlIeHKy aJanTallMOHHOTO TIOTEHIMaIa TPOBOIMIIN,
UCXonsl M3 HOPMAaTHMBOB, TpemioxeHHbx P.M. baes-
ckuM [12]: ynoBieTBopUTesibHas ananTaius Oblia MeHee
2,1 yca. en., HanpspDkeHHas aganrannst — 2,11-3,2 yer.
ell., HeymoBJIeTBOpUTENIbHas amantanusa — 3,21—4,3
yCJI. €., CPBIB aganTauuyu — Beime 4,3 yci. eq. Mero-
JIMKA TaeT BO3MOXHOCTb OBICTPO MPOBECTU TUATHOCTUKY
W BBISIBUTD JETE, HAXOMSIINXCST Ha peabuIuTallMOHHOM
JIEYeHUN ¢ HATIPSDKEHUEM MeXaHW3MOB afanTaluu, mpe-
MOPOUIHBIMA COCTOSTHUSIMU W TIO3BOJISIET TTPU HEOOXO0-
JTVMOCTHU U3MEHSITh TAKTUKY peaOMIUTALINN.

Jnst ompeneseHUs] TUTIA aJalTallMOHHBIX peakKInit
MO MPOLEHTHOMY COAEPKAHUIO JIMMOOILIMTOB B KaxKIOM
Bo3pacTHoO#l rpymre npuMmeHsutn Meton JI.X. Iapkasu
u coanT. (1997) [13]. Peakiiuy TpeHUPOBKHU, CIIOKOMHOM
AKTUBALIMU W TTOBBIIIEHHOW aKTUBALUM CYUTATI aHTHU-
CTPECCOPHBIMMU.

Hna oueHkn 3(PHeKTUBHOCTU MEIUIIMHCKON pea-
OWIUTAIMM TIPUMEHSITM  MOAU(DUIIMPOBAHHYIO TITKAITy
Ashworth: 0 — HeT MOBBIIIEHMUST MBIIIEYHOTO TOHYCA;
1 Gann — Jerkoe TOBBIIIEHWE TOHYCa B BUJIE KPaTKO-
BPEMEHHOTO HANpsDKEHUsT W OBICTPOTO pacciiabieHus
MBI, 1+ GaloB — JieTKoe TIOBBIIIEHNE TOHYCA B BUIE
KPaTKOBPEMEHHOTO HAMpPSDKEHWST MBI ¢ MUHU-
MaJIbHBIM COMPOTUBJICHUEM TIpU TPOAOKEHUU Tiac-
CUBHOTO JBIXKEHUST (MeHee TIOJIOBUHBI aMILTUATYIIbI);
2 Gajyla — TIOBBIIIEHUE MBIIIEYHOTO TOHYCA BBIPAXKEHO
BO BpeMsl BCETO ITaCCUBHOTO JBWXEHUs, IBVXKECHUS
He 3aTpymHeHBI, 3 Oajyla — MBIIIEYHBI TOHYC ITOBBI-
IIeH 3HAaYUTEIbHO, 3aTPYIHEHbI TTACCUBHBIE TBUKCHMS;
4 6anna — MpU CTMOAHUY WU Pa3rMOaHUY TTOPaKeHHbIE
KOHEYHOCTH He JIBUTAIOTCS.

Jnst cpaBHEHUS YpPOBHSI JBUTATEIbLHOTO DPa3BUTHS
WCTOJIb30BaHa IIKajJa OLIEHKW OOJBIINX MOTOPHBIX
¢ynkunit (GMFCS) no yposusim. Illkana coctout us 5
YPOBHEM, THoe 5 — y AeTell HET CaMOCTOSITeJIbHOM IBU-
raTeJJbHOM aKTUBHOCTU, BEPTUKAIU3ALUS C TpPUMEHe-
HUEM BCIOMOTATeJIbHBIX CPEICTB, 4 YypOBeHb — JI€TU
MOTYT CHUIETh C TTOMOIIBIO PYK, MepeABUTAThCS MepeKa-
TOM, 3 YpOBEHb — JIETU CHUIST C TOIACPKKOI, ITOI3aI0T
MO-TUTACTYHCKU, 2 YPOBEHb — JETH MOTYT CTOSITh Ha YeT-
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BepeHbKaxX, BCTaBaTb C OIMOPOM, XOOAWTh CO BCITIOMOTA-
TeTbHBIMU CpeACTBaMU, | YpOBeHb — JIETU MOTYT Iepe-
JIBUTATBCST CAMOCTOSTETLHO.

IMonydyeHHBbIE pe3yabTaThl OBIIA CTATUCTUYECKU
MpOaHaJU3MUPOBAaHbl C TIOMOIILIO TMaKeTa TPUKJIAMI-
Hbix mporpamm IBM SPSS Statistics 23 nna Windows.
KavecTBeHHBIC MTOKA3aTeIM AaHAIM3WPOBAIN METOIOM
TPYNIUPOBKM JTAaHHBIX B TaOJUIBI COTPSKEHHOCTH
mo kpurtepuio kKcu-kBaapat (y?> Ilupcona). Komnuue-
CTBEHHBIE TaHHbIE aHATM3UPOBAJIM IO KpUTEpUio Buii-
KOKCOHa. Pa3nmnuus cuMTanmm CTaTUCTUYECKM 3HAYU-
MbIMU TIpH p<0,05.

OPUINHAJIbBHbBIE CTATbU

WccnenoBaHue BBIMOJIHEHO B COOTBETCTBUU C BTH-
YyeCcKMMU HOopMaMu XeJIbcMHCKOM neknapauuu (2013 r.)
Ha OCHOBE MOJy4YeHUs] UHPOPMUPOBAHHOTO JOOPOBOJIb-
HOTO corjlacusi poauTesiell (3aKOHHBIX TIPeICTaBUTEICH)
MalUeHTOB.

Pe3ynbratbl

B xome wuccnemoBaHUS YCTaHOBJICHO TIO METOMY
P.M. BaeBckoro u coaBt. (1987) [11], yTo amanTaimoH-
HBII TOTEHIMAN I0 peabUInTalluid B OCHOBHOM TpYIIIe
ObLT ymoBieTBOpUTeNbHBIM y 12 (40,0%) mauueHTOB,
HampskeHHBIM — y 12 (40,0%), HeyaoBIEeTBOPUTEIb-

Tabauya 1. lemorpaduyeckne U KIMHHYECKHE XAPAKTEPUCTHKH TPYIINI 10 peadHInTaun
Table 1. Demographic and clinical characteristics of the groups before rehabilitation

XapakTepucTHKa OcHosHas rpymna (n=30) I'pynna cpaBaenns (n=29) ¥? Iupcona )/
2,83+0,24; SD=1,37; 3,00+0,24; SD=1,31;
Boapacr, rozer Me=3,00 [2,00: 4.00] Me=3,00 [2,00: 4.00] s 03974
MaJIbuMKU 15 (50,0) 14 (48,3)
ITo, a6ce. (%) 0,18 0,892
JIEBOYKU 15 (50,7) 15 (51,7)
2-i1 ypOBEHb 4(13,3) 1(3,4)
3-i1 ypoBeHb 11 (36,7 8 (27,6
IlIkana yp ) (27,6) 3,009 0,390
GMFCS 4-if ypoBeHb 8(26,7) 10 (34,5)
5-11 ypoBeHb 7 (23,3) 10 (34,5)
1 Gamn 7(23,3) 1(3,4)
_ 2 bata 13 (43,3 15 (51,7
[lxana Ash 43.3) L7 5,050 0,168
worth 3 bana 8(27,6) 10 (34,5)
4 6amna 2(6,7) 3(10,3)
Tabauya 2. MeToAMKY MeUIMHCKOI peadMIMTaMI N0 rpynnamM
Table 2. Methods of medical rehabilitation by groups
I'pynna IIpouenypa

ITHeBMOMaccax onmopHbIX 30H cTON Ha anmnapate «KopBut», 20 MuH

JleueOHas TMMHAaCTHKa, BKIIo4aroilasd OHTOTCHECTUYCCKYIO TMMHACTUKY 110 METOAY B.

I'pynmna cpaBHeHuUs (n=29)

Kypc peadunuranuu:

10 mpouenyp, eXXeaHeBHO.
ITpoBeneHo 2 Kypca MEIUIIMHCKOM
peadUITUTALINY C TIEPEPBIBOM 3 MeC

Boiita, 30 MuH

MarHuroTepanusi Ha BOPOTHUKOBYIO 30HY

CMT Ha NOSICHUYHO-KPECTOBYIO 30HY

Maccax meguuuHcKuii, 30 MuH

[Tpouenypsl B MMMepCUOHHOI BaHHE, 20 MUH

ITHeBMOMaccax onmopHbIX 30H CTOM Ha arnmnapate «KopBut», 20 MuH

JleueOHas TMMHaCTUKa, BKIoYamasa OHTOTCHETUYECKYIO TUMHACTUKY IO METOLY B.

Boiira, 30 Mun

MarHuToTepanus Ha BOPOTHUKOBYIO 30HY

OcHoBHas rpynmna (n=30)

Kypc peabunuranuu:

10 mporuenyp, exkeTHEBHO.
IIpoBeneHo 2 Kypca METUITMHCKOM
peaduIMTaluu C IIEPepPhIBOM 3 Mec

CMT Ha nosiICHUYHO-KPECTOBYIO 30HY
Maccax meauuuHcKuii, 30 MUH

[Iporienypsl B MMMEpPCUOHHOI BaHHE, 20 MUH

Kwuraiickuit Maccax «TyitHa»

KpanuomyHkTypa

Kunaccuueckas akynpeccypa B couetaHuu ¢ Cy-1KoK Tepanueii 1 pa3 B IeHb.
Bo Bpemst Maccaxka yneirsuioch BHUMaHUE MPaBUILHOM TEXHUKE U COXPAHEHUIO TeTia.
Hcrnonb3oBanu MeTo aBIeHUs Ha aKyITyHKTYpHbIe TOYKH, 30—45 MUuH

Ilpumeuarue. CMT — cuHyCOUAAILHO MOIYJITMPOBAHHBIH TOK.
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HbIM — Y 6 (20,0%). B rpymnme cpaBHeHUST amanTaloH-
HBII TTOTeHLIMAJ OBUT YIOBIETBOPUTETbHBIM Y 17 (58,6%)
MalMeHTOB, HanpsbkKeHHBIM — v 8 (27,6%), HeynoBIeT-
BopuTeNbHBIM — y 4 (13,8%). CTaTHCTUYECKY 3HAYMMO
pa3HUIIbI O JaHHBIM B rpymnmnax He mosydyeHo (x> Tup-
coHa 2,046; p=0,360).

IMocne mpoBeneHNsT peadMIUTALIMOHHBIX MEPOTTPH-
STUM aZanTallMOHHBIN MMOTEHIIMAI B OCHOBHOM TpyIIITe
cTan ymoBiaeTBopuUTeNbHBIM y 11 (36,7%) malmeHTOB,
HampsKeHHBIM ocTaBasicst y 13 (43,3%), HeymoBieT-
BopuTeabHBIM — y 5 (20,0%). B rpymnme cpaBHeHWMS
VIOBJIETBOPUTEIBHBIM  afalTallMOHHBIA TTOTEHIIMAT
661y 12 (41,4%) mauneHTOB, HANIPSIKEHHBIM — y 13
(44,8%), weymomneTBoputeNbHBIM — y 3 (10,3%).
ITpu cpaBHEeHWM aganTAallMOHHOIO MOTEHIIMANa Toce
peabuUIUTallMU MO JaHHOW METOIMKE CTaTUCTUYECKU
3HAYMMOI pa3HULbl He mosydeHo (y? [Mupcona 0,527,
»=0,913).

OleHKa JOWHAMUKW  aJalTallMOHHBIX  peaKInii
IO U TIoCJie peabMIMTALIMOHHBIX MEPOIPUSATHIL B CpaB-
HEHUHU, TJe OCHOBHOM OIIEHOYHBIN TMOKa3aTeib — IpOo-
LIEHTHOE cojepxXaHue JUMQOIUTOB B JIEHKOLIMTaAPHOM
dopmyne no JI.X. Tapkasu (1997) [13], npeacTtasieHa
B Tabi. 3. 1o monyyeHHBIM TaHHBIM, KaK B OCHOBHOW
TPYIITe, TaK W B TPYIIe CPaBHEHUS TOCIE TPOBEACHUS
peabUIMTAllMM OTMEUeHa peaKkUMsl TepeaKTUBaIINH,
peakiMu cTpecca He BBISIBJIEHO HU B OJHON W3 TPy
(x* Mupcona 0,531; p=0,927).

B Ashworth go peabununtauum
2,2

2,140,224

2,1 -
2

1,9
18 - 1,76+0,203
1,7

1,6

Ilpn cpaBHeHMM HTWHAMUKK MBIIIEYHOTO TOHYyCa
JIO M TIOCJIe METUIIMHCKON peaduanTaliunm 1mo Moauduim-
poBaHHoOI1 1iKaje Ashworth (puc. 1) B OCHOBHOIA rpyrire
OTMeUYeHa BBIpaKeHHAs TIOJIOKUTENbHAS — JTWHAMUKA
B BUJIE CTATUCTUYECKH 3HAYMMOTO CHIKEHUE MBIIIIETHOTO
tonyca (y*[lupcona 17,802; p=0,001), B rpyrnrme cpaBHe-
HMUSI IOCTOBEPHBIX Pe3y/IbTaToB He oT™MeueHo (x*ITupcoHa
6,008; p=0,119). YcraHOBJI€HO, YTO TIPU OIIEHKE AWHA-
MHUKM JI0 M TIOCJe TPOBENEHUS] peabUIUTAIIMOHHBIX
mepornipustiii mo mkaie GMFCS B ocHOBHOI Tpyrire
CTATUCTUYECKN 3HAYMMO OBUIO BBIPAXKEHO YITyYIIIEHHE
nBuratebHbix GyHkumii (y*[Mupcona 15,180; p=0,04),
YyeM B rpyT1ire cpaBHeHUs (puc. 2).

3aknovyeHue

PeaOwnuranmmmonHass  TporpaMma, — HampaBJICHHast
Ha KOPPEKILWI JBUTaTeJIbHbIX HapYLIEHUN Yy AeTei
C lepeOpaJbHBIM TTapaimdoM, KMeJla KOMIUIEKCHBIN
XapakTep. AIanTallMOHHBLINA MOTeHIIMAN y IeTel ¢ JeT-
CKMM IepeOpaJbHBIM IMapajidyoM TIIpW IIPOBEIEHUN
MEIUIIMHCKON peaduuTauuy ¢ BKJIIOYEHUEM B KOM-
MJIEeKC METOJOB KUTAWCKON TpaguLIMOHHOW MEAULIMHBI
He MEHsUICA TIocjie peadMJIMTAllMK, NaHHBIX O CpPBIBE
anarTalMOHHbBIX peaKlnii He TIoJIydeHO. DTO MO3BOJISIET
KOHCTAaTHUPOBaTh 0€30MaCHOCTh MPUMEHEHUSI TOUSUHOTO
Maccaxa Kak MeToja TpaaAulIMOHHOW KMTalCKOi Meau-
IUHBI B COCTaBe KOMITJIEKCHOI ITporpaMMBbl peaduinTa-
. Hanmune monoXuTeabHOU AUHAMUKYN MBILIIEYHOTO

m Ashworth nocne peabunutaumm

2,07+0,172

1,97+0,169

1,5+
or p=0,001

rc p=0,119

Puc. 1. IlunaMuka MbimeyHoro Tonyca mo mkajie Ashworth B rpynme cpaBnenusi (I'C) u ocnosHoii rpynme (OT).
Fig. 1. Dynamics of muscle tone according to the Ashworth scale in the comparison group (I'C) and the main group (OI).

Tabauya 3. JlunaMuka aganTanuoHHbIX peaknuii no JI.X. I'apkaBu 10 U mocJie peaduInTaIMOHHBIX MEPONPHSTHIA
Table 3. Dynamics of adaptation reactions according to L.Kh. Garkavi before and after rehabilitation measures

Cnokoiinas IloBbiennas
Ilepuon uccienoBanus I'pynna TpeHupoBka IlepeakTuBauus
AKTHBANMS AKTHBANMS
1 OTI (n=30) 9 (30,0%) 16 (53,3%) 6 (20,0%) =
0
I'C (n=29) 10 (34,4%) 14 (48,3%) 6 (20,6%) =
o OTI (n=30) 4 (13,1%) 15 (50,0%) 10 (33,3%) 1(3,3%)
oclie
I'C (n=29) 5(17,2%) 14 (48,3%) 8 (27,5%) 2 (6,9%)

Ilpumeuanue. OI' — ocHoBHas rpynna; ['C — rpymnmna cpaBHEeHMSI.
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B GMFCS po peabunutauum

3,37+0,131

2,57+0,218

B GMFCS nocne peabuautaumm

3,3%0,192

2,860,135

or

p=0,04

rc

Puc. 2. JlnnaMuka MOTOpPHBIX HaBbIKOB 10 mKkaje GMFCS no ypoBusm.
Fig. 2. Dynamics of motor skills according to the GMFCS scale by levels.

TOHYyCa y JIeTell CO CIMacTUYeCKUMU (hpopMaMM JETCKOTO
1iepedpaIbHOro Mapajivya JaeT BO3MOXHOCTb CleaTh

Meta-analysis of the efficacy of Jingjin acupuncture therapy
in the treatment of spastic cerebral palsy. Front Neurol 2024;
15: 1358732. DOI: 10.3389/fneur.2024.1358732

JUTALMKU JeTell CO CracTUYeckKoil (opmoil AeTCKOro lepe-
OpasbHOTO Mapannya. MenuuuHa: Teopus u npaktuka 2019;
4(C): 475—476. [Rostacheva E.A. Reflexotherapy in complex
therapy of children with spastic cerebral palsy. Medicina: te-
orija i praktika 2019; 4(C): 475—476. (in Russ.)]

OHHOM MEIUIIHBI

B  KOMIUJIEKCHYIO p€a6I/UTI/IT3.LH/I}0

ITOBBIIIACT 3d)¢)€KTVIBHOCTB pea6I/[III/ITaL[I/IOHHbIX MEpPO-

BBIBOJI, UTO BKJIIOUEHME METOJa KMTAMCKOW Tpaguliu- NPUSTUMA.
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Onenka Bmsnus uaruonTopa VEGF (agmbepuenTt) Ha opranu3M HeJJOHOIIEHHOro pedeHKa

E.B. bapbapuv?, E.E. Cudopenko'?, A.U. Kpanusxun'?, B.E. Jlockymosa'?, I1.A. Pomanos’

'depepanbHoOe rocygapcTBEHHOE aBTOHOMHOE 00pa3oBaTesibHOE yYpexaeHne Bbiclero o6pa3oBaHuns «Poccuinckmnin
HaLUVOHaNbHbIN NCCNeaoBaTENbCKNIA MEOVULMHCKUI YHUBEpPCUTET uMeHn H.U. NMuporosa» MuHnctepcTea 34paBoOOXpPaHEHUS
Poccuiickont depepauunm, Mocksa;

°Hay4HO-NpakTUYeCKNii LLEHTP cneumnan3npoBaHHO MeauLIMHCKOM NOMOLLM AeTaM nmMeHu B.®. BoliHo-AceHelkoro
JenaptameHTa 3gpaBooxpaHeHus ropona Mocksbi», MockBa

Evaluation of the effect of a VEGF inhibitor (aflibercept) on the body of a premature baby
E.V. Barbarich’, E.E. Sidorenko'?, A.I. Krapivkin'?, V.E. Loskutova'?, P.A. Romanov ?

'Federal State Autonomous Educational Institution of Higher Education «N.I. Pirogov Russian National Research Medical
University» of the Ministry of Health of the Russian Federation, Moscow;
2V.F. Voyno-Yasenetsky Scientific and Practical Center of Spicialized Medical Care for Children, Moscow

Leas. OueHuTs BIIMSIHIE HHTPABUTPEATBHOTO BBeIeHNs admbepuenTa HA (GYHKIMH MOYEK U TIeYeHH HeIOHONIEHHBIX JeTeil, MoTy-
YAIONIMX JIeYeHHE 110 OBOLY PETHHONATHH HEeJOHOIEHHBIX

Marepuansl 4 MeTonbl. IIpoBeseHo MPOCHEKTHBHOE KOTOPTHOE HMCCie0BaHHE, B KOTOPOe BKIIOYEeHbI 16 jeTeil, MoJy4aBInMX
neuenne aaudepuentom B mepuoz ¢ 2021 roxa mo NoBoay peTHHONATHH HEAOHOIIEHHDBIX. [IJIsi ONEHKH COCTOSHHSA T0YEK H MEYeHN
HCIO0JIb30BAJI0CH YJIbTPA3BYKOBOE HCCIeI0OBaHMe ¢ Aonmieporpadueii. MccieaoBaHue NPOBOAWIOCH HA COBPEMEHHOM 000PYI0BAHHH
C MCO0JIb30BAHHEM JIMHEHHOTO M KOHBEKCHOTO IATYHKOB.

Pesynbratel. Y oosbmmHcTBa aeteii (75—90%) He BbIsSIBJIEHO 3HAYMMBIX CTPYKTYPHBIX H3MeHeHHi neyeHu u novek. CpenHue pas-
Mepbl OPraHOB M MOKA3aTeJl KPOBOTOKA HAXOAWIKCD B TpeeaX BO3PACTHOI HOPMbI. BhisiBlieHHbIE ClTyYan MHET0IKTA3NU U 100a-
BOYHBIX COCY/IOB COOTBETCTBYIOT MOMY.ISANMOHHOI YACTOTE Y HEIOHOMIEHHBIX JeTeii i He TpeOyroT Koppekmun Tepamuu. IlaTonoru-
YyecKHe H3MEeHEHHUs NeYeHH, OTCYTCTBOBAJIHM Y BCEX 00CJIeI0BAHHBIX IETeil.

3akmouenne. Pe3ynbTaTbl HcciieqoBaHusl CBHAETEILCTBYIOT O 0€30MACHOCTH MpUMeHeHNs adOepienTa B ieYeHHH PeTHHONATHH
HeJIOHONIEHHBIX B OTHONIEHHH COCTOSIHHS TMOYEK W NedyeHn. BpisiBiieHHbIe N3MEHEHHSI COOTBETCTBYIOT OOLIEMY COCTOSIHMIO HEIo-
HOIIEHHBIX JIeTeil U He MOTYT ObITh OJJHO3HAYHO CBSI3aHbI C NMPUMeHeHHeM npenapara. /g yrounenus 1oarocpoynnix 3¢¢ekToB
unruouropos CODP Tepanuu HeoOXOANMBI JajIbHEilIME UCCIe0OBAHUS ¢ 0OJIblIeii BLIOOPKOW M 0oJiee JJIMTEe/IbHBIM NEePUOIOM
Ha0I01IeHus.

Karouesvte croea: nedonoutennvie demu, pemuHonamus HeOOHOUIeHHbIX, agaubepyenm, yabmpazeyKoeoe ucciedosanue, NOYKU, ne-
uenb, 6e30NACHOCHb AeHeHUS.

Ansa untuposaums: bapbapuy E.B., CugopeHko E.E., KpanuskuH A.U.,JlockyToBa, B.E., PomaHoB [1.A. OueHka BavsiHus nHrnbutopa VEGF
(agpnnbepuent) Ha opraHn3mM HeLOHOLEHHOro pebeHka. Poc BecTH nepuHaton un negmatp 2025; 70:2(2): 38-42. DOI: 10.21508/1027-
4065-2025-70-2 (4.2)-38-42

Purpose. To evaluate the effect of intravitreal aflibercept on renal and hepatic function in preterm infants treated for retinopathy
of prematurity.

Material and methods. A prospective cohort study was conducted, which included 16 children treated with aflibercept since 2021
for retinopathy of prematurity. Ultrasound with Doppler was used to assess the condition of the kidneys and liver. The study was car-
ried out on modern equipment using linear and convex sensors.

Results. Most children (75—90%) did not show significant structural changes in the liver and kidneys. Average organ sizes and blood
flow indices were within the age norm. The identified cases of pyelectasis and additional vessels correspond to the population frequency
in premature infants and do not require correction of therapy. Pathological changes in the liver were absent in all examined children.
Conclusions. The results of the study indicate the safety of aflibercept in the treatment of retinopathy of prematurity in terms of kidney
and liver health. The changes identified correspond to the general health of premature infants and cannot be unambiguously associated
with the use of the drug. Further studies with a larger sample and a longer observation period are needed to clarify the long-term
effects of VEGF inhibitor therapy.

Key words: premature infants, retinopathy of prematurity, aflibercept, ultrasound, kidneys, liver, treatment safety

For citation: Barbarich E.V., Sidorenko E.E., Krapivkin A.l., Loskutova V.E., Romanov P.A. Evaluation of the effect of a VEGF inhibitor (aflibercept)
on the body of a premature baby.Ros Vestn Perinatol i Pediatr 2025; 70:2(2): 38-42 (in Russ). DOI: 10.21508/1027-4065-2025-70-2 (p.2)-38-42
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bapbapuu E.B. u coasm. Ouenka BiusiHust uHruouropa VEGF (acdnuGepiient) Ha opraHu3M HEJOHOLIEHHOTO pebeHKa

PeTMHonaTI/m HEOHOIIEHHBIX  OCTaeTCsl  OMHOM
13 HauboJiee aKTyaJIbHBIX MPOOJIeM B COBPEMEHHOM
o TaTBbMOJIOTUY U TIeAuaTpun. DTo 3a00JIeBaHNE SIBJISI-
eTCsT Belyllel TPUINHOM JETCKOW CIENMOTH U WHBAJWI-
HOCTU BO BCEM MUpE; €r0 YacToTa BapbUPYeTCs B 3aBU-
CHMOCTH OT PETMOHA W YPOBHSI Pa3BUTHUST MEIUIIMHCKOM
MOMOIIIM, IOCTUrass B HEKOTOphIX cTpaHax 30—40%
cpeny HEeIOHOUIEHHBIX AETel ¢ 2KCTPeMaJbHO HU3KOM
Maccoii Tena rpu poxaeHunu [1].

PetnHomnaTusT HEMOHOIIEHHBIX TPEACTABISIET COOON
3a0o0ieBaHNe, XapaKTepu3ylollleecs HapylleHueM HOp-
MaJIbHOTO Pa3BUTHST COCYIOB CeTYaTKU. BaXkKHBIM acriek-
TOM TTaTOTeHe3a SIBJISIETCS HEe3PeJOCTh ayTOPETryJISIuI
9THUX COCYIOB y HEIOHOIIEeHHBbIX neTeil. Kak mokasamu
uccinenosanus Cunopenko E.U., He3penast ayroperyiis-
LIMST COCYIOB CeTYaTKKM HealeKBAaTHO pearnpyeT Ha KHUC-
JIOPOJ, BBI3BIBAs BBIPAXKEHHBIA aHTUOCTIA3M M IIUP-
KYJISTOPHBIE PACCTPOMCTBA, YTO YCYIyOJsIeT OOIIyIo
TUTIOKCUIO TKaHe 11a3a [2]. A TMImoKcust ceT4yaTkKu, CTU-
MYJUPYET BBIPAOOTKY COCYAMCTOTO SHAOTEINATBHOTO
daktopa pocra (CODP), ogHako TIpU PETUHOMATUU
HEJOHOIIEHHBIX €T0 U30BITOYHAST MTPOIYKIIMS TTPUBOAUT
K TIATOJIOTMYECKOMY pa3pacTaHUIO COCYIOB, UYTO COIMPO-
BOMKIIAETCST TIOBBIIIEHHON MPOHUIIAEMOCTBHIO U PUCKOM
KPOBOM3IUSIHUI. DTO MOXET TIPUBECTU K OTCIIOMKE CET-
YaTKM 1 HeoOpaTUMOIi TToTepe 3peHus. 3]

B wHactosiiee BpeMsl UIS JieYeHUs] PETUHOIMATUU
HEJOHOIIEHHBIX ~ MCITONB3YIOT — pa3IMuyHble  METOMIBI,
BKJTIOUAs JIa3epHYIO KOAryisiiuio U MHrnoutopsr CODP.
Bb16op MeTonma 3aBUCUT OT CTaauy 3aboyieBaHUSI, JIOKa-
JIN3aIMM TIOpaXKeHUsT U OOIIero CoCTosiHUSI peOeHKa.[4]
IMpumenenune narn6utTopoB CHDP, Takmx Kak adiau-
OepIIeIT, MoKa3auio BEICOKYIO 3 (GEeKTUBHOCTD B JICUCHUN
IMOPOTOBBIX CTAIUI PETUHOMATUY HETOHOIIEHHBIX U 331~
Hell arpecCHBHOI pETMHOMNATUM HEIOHOIIEHHBIX [5].
OpHako, HecMOTps Ha 3((HEKTUBHOCTh 3TUX METOIOB,
Borpoc o 6e3onacHocTy uHru6urTopos CHODP npenapa-
TOB, B YaCTHOCTM aIubGepIienTa, OCTaeTCs OTKPBITHIM,
0COOEHHO B OTHOIIEHMU MX CUCTEMHOTO BO3ICHCTBUS
Ha OpraHU3M HEeJIOHOIIEHHBIX IETEH.

AdnubepuienT — pPeKOMOWMHAHTHBI XWUMEPHBIN
6eJIOK, JEeMCTBYIOIINIT KaK «ioBymKa» mist CODP-A,
CODP-B u mianeHTapHoro (akropa pocTa, IIMPOKO
MPUMEHSIETCA B JICYEHUW PETHUHOMATUM HEIOHOIIEeH-
HBIX, OCOOEHHO B CJIyYasiXx arpeCCMBHOTO TEUYEHWUS
3aboneBaHusl. Ero MexaHusM neicTBUs 3aKiouyaeTcs
B MHTMOMPOBAHUM aHTUOTE€HE3a M CHUXEHUU TPOHM-
1IaeMOCTH COCYIIOB, YTO MO3BOJISIET IPEIOTBPATUTD MTPO-
rpeccupoBaHue 3a00JIeBaHUSI M1 CHU3UTD PUCK CJIETIOTHI
[4,6]. OmHako, HeCMOTps Ha yCHEIIHOe MpPUMEHEHHe
acdaubepuenTa B KIMHUYECKONW MPaKTUKE, CYIIECTBYET
MOTEHIIUABHBIA PUCK CUCTEMHOTO BO3IEUCTBUS TIpe-
rmapaTta Ha OpraHM3M HEIOHOIIEHHBIX IeTei, YTO Tpe-
OyeT JajibHEeHIIero u3y4eHus.

Oco0Oble OrmaceHus BBI3bIBAET BO3MOXKHOE BIUSTHHE
adubepuenTa Ha (YHKUMU TOYEK U TIEYEHU Yy HEIO0-
HOIIEHHBIX AeTeil. He3pemocTh 3TUX OpPraHOB MOXKET

CIMOCOOCTBOBATh CUCTEMHOMY PACIpPOCTPAHEHUIO TIpe-
mapara, 9TO MOTEHIIMAJIbHO MOXET MPUBECTU K HeXe-
JmatenbHbIM dddekTaM. OmgHaKo, COIJIaCHO JTaHHBIM
psama WCCleAOBaHWIA, KOHIEHTpalus adaubeplienTta
B CHCTEMHOM KPOBOTOKE TIOC]IE WHTPABUTPEATBHOTO
BBEJIEHUST MUHUMAJTbHA, a TIEPUOI TIOJTYBBIBEICHUS CpaB-
HUTEJIbHO KOPOTKMIA, UTO CHMKAET PUCK TOJTOCPOYHBIX
no60uHBIX 3P deKkToB [3].

CoBpeMeHHBIE METOIbI AMAaTHOCTUKHU, TAKUeE KaK yiIb-
Tpa3BykoBoe wuccienoBanue (Y3U), wurpamoTt Kiode-
BYIO pOJIb B OLIEHKE COCTOSTHUSI BHYTPEHHMX OPTraHOB
Yy HEeJOHOIIEHHBIX JeTeil. Y3U mo3BossseT HemMHBa3uBHO
1 06e30MacHO OIEHUTH CTPYKTYpY M (DYHKIIUIO TOYEK
M TIeYeHU, YTO OCOOEHHO BaXXHO UIST ACTE, ITOJTydaro-
mux Tepanuio naruoutopamu CODP. B nanHHOM nccre-
JIOBAaHWU MCIIOJIb30BaJlach COBpeMeHHast MeToarka Y3U
¢ jgomruieporpacdueii, Kotopass o6ecredynBaeT BHICOKYIO
TOYHOCTh B OLIEHKE KPOBOTOKA M CTPYKTYPHBIX H3Me-
HEHWII OpraHoB. DTO MO3BOJISIET BBISIBUTH AaXKe MUHU-
MaJIbHbIE OTKJIOHEHUSI, YTO JielaeT METO/ He3aMeHUMbIM
JUTI MOHUTOPWHTA COCTOSIHUSI HEIOHOIIEHHBIX HeTe,
MOJIYJaoIINX JieueHre adIrdeplernToM.

Tem He MeHee, BONPOC O OE30MACHOCTH Teparuu
nHrHouTopamMu CODP i movyek M TeYeHU HEITOHO-
IIEHHBIX JAeTell OCTaeTcsl HEAOCTATOYHO M3yYEeHHBIM.
BoNBIIMHCTBO  MCCIeNOBaHUIA, TTOCBSIIEHHBIX 3TOM
MpobJieMe, HOCSIT OTpaHUYEHHBIN XapakTep U He T03BO-
JIIOT cliejaTh OJHO3HAYHBIX BHIBOIOB O JOJTOCPOYHBIX
MOCJIeACTBUSIX TIpuMeHeHus adaubepuenTta [7]. B cBsa3u
C OTUM, aKTYyaJIbHBIM SIBJISIETCS TIPOBEIACHWE TaTbHEUIITNX
WCCIIeIOBaHUIA, HaIpaBJIeHHBIX Ha OIIEHKY Oe3o0rmac-
HOCTH TIpErnapaToB M ONTUMM3ALIMIO TAKTUKU JICUCHUS
PETMHOTIATUY Y HEIOHOIIIEHHBIX IeTE.

Llenb uccnepoBaHua

OLIEHUTh BJIUSIHUE WHTPABUTPEATBHOIO BBEIEHUS
adymbeplienta Ha QYHKUIUKA TTOYEK M MeYeHU HEIOHO-
LIIEHHBIX JeTel, MOIyJarolINX JIEUeHUE 10 MOBOLY PETU-
HOIIaTUM HEJTOHOIIEHHBIX

MaTtepuanbl U MeTOAbI

TTpoBeneHO TPOCTIEKTUBHOE KOTOPTHOE MCCIeI0Ba-
HUe, BKITIOYalolee HeIOHOIIEHHBIX AeTel ¢ TMarHOCTU -
POBaHHOI pETUHOIIATHEN HETOHOIIEHHBIX, TTOJyYaBIINX
MHTpaBUTpeaabHOe BBemeHne adimoepienta B Hayuno-
MpPaKTUYECKOM ILIEHTPe CHelUaIu3MpOBaHHONW MeIu-
HUHCKON moMowun netaM uMm. B.®D. BoitHo-Acenern-
koro. MccrnenoBanue ogo0peHO JIOKATbHBIM 3TUYECKUM
komutetom ®TAOY BO PHUMY um. H.U. IMuporosa
Mun3zapasa Poccum Ne226, Bce ponuTeIn WA 3aKOHHbBIE
MpeACTaBUTEN TTAIMEHTOB TPEIOCTaBUIN MH(POPMHUPO-
BaHHOE COTJIacue Ha y4acTue B UCCIIEIOBAaHUM.

B wuccnemoBaHme BKIIOUEHBI 16 HETOHOIIEHHBIX
neTeii, pasnesieHHble Ha 2 Tpynmbl. | rpynmna — 8 mereit
¢ Bo3pacToM oT 1 1o 2 seT, 2 rpymma 8 neTeit — ¢ Bo3pac-
TOM OT 3 10 4 71ieT. Y Bcex IMarHOCTUPOBaHA PETUHOIATUS
HeNOHOIIeHHBIX (puc. 1), TpeOytolast JJedeHus 1o CTaH-
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JIApTHBIM KpuTepussM. BceM neTsM OBUTIO BBITTOJTHEHO
M0 ONHOW WHTPaBUTPEATbHONW WHBEKLIMU TIperapara
B TIpaBblii M JIeBbIi TJ1a3 cooTBeTCTBeHHO ¢ 2021 roma
B TEUEHHMU TIEPBOTO MeCsIIa KU3HU.

[uarHosbl uccnegyembix aeteit

wyn

m PH 2 craguu "+" 6onesHb u PH 3 ctaguu

PH 3 ctaguu npe "+" 6onesHb = PH 3 ctaguun "+" 6onesHb
= PH 3APH
Puc. 1. JInarHo3sl ucciieqyemMbIx JeTei.

Fig. 1. Diagnoses of the studied children.

Kputepuu uckioueHus: HATMYKUe BPOXKIEHHbBIX aHO-
MaJIU{l TIOYEK WJIM TIEYEHM, TSIKEJIble COIMYTCTBYIOIINE
3a00sieBaHUsI.

Jns oneHku BausHUST adaubeplienta Ha MOYKU
U TeYeHb, BCEM JIETSIM OBbLJIO BBITIOJIHEHO B OTIAJIEHHOM
Mepuojie yJbTPa3ByKOBBIE MCCIIENIOBAHUSI MOYEBBIBOISI-
IIKUX TIyTeil 1 OprolIHON TonocTU. JlaHHBIE BKJIIOYAIN
MHGOPMALIMIO O COCTOSTHUM MOYeK U TTeYeHMU.

VYibTpaszBykoBoe HcclieloBaHue MPOBOIUIOCH
Ha anmapare PHILIPS PureWave c wucrnonb3oBaHuem
JIMHEMHBIX U KOHBEKCHBIX 1aTYMKOB. Bce nccnenoBanust
BBITIOJIHSJTUCH OJHUM M T€M K€ CIelIMaTMCTOM C 1IeIbIO
MUHUMM3ALUKA  MEXONepaTopcKoll  BapuaOeIbHOCTH.
JInst olIeHKM KpOBOTOKa MCTIOJIb30BaJlach JOTITILIEpOrpa-
¢ust, koTopast MO3BOJISITIA U3MEPUTh UHAEKC PEe3UCTEeHT-
HOCTM Y JIMHEWHYIO CKOPOCTh KPOBOTOKA B COCYyIax
MOYeK U MeYeHHU.

OPUINHAJIbBHbBIE CTATbU

Pe3ynbTathbl u 06CcyxaeHus

Peaynbratbl Y3U novek

VY Bcex 00cienoBaHHbBIX JETEil MPU yJIbTPa3BYKOBOM
HCCIIeIOBAHUHY TTOYEK BBISIBJICHO TUITMYHOE TTOJIOKEHNUE,
MpaBWJIbHas (hopMa M POBHBIN KOHTYp opraHoB. Cpen-
HHUE pa3Mepbl TIOYeK W CpaBHEHUE ¢ BO3PACTHBIMU HOP-
MaMU MpeACTaBIeHbl Ha pUCYHKaX 2—5.

Ha ocHOBaHUM TIpeCcTaBIEHHBIX TAaHHBIX BBISBICHBI
cIIeayroIIre 3aKOHOMEPHOCTH:

CpaBHeHue ¢ BO3pPacTHbIMU HOPMaMMU:

VY nereit 1—2 net pasmepsl modek (IvMHA, IIMPUHA,
TOJIIMHA) OBbUIM  MeHbllle pedepeHCHbIX 3Haye-
Huit Ha 3—17%, HamboJiee BBIpAXXEHHOE OTKJIOHEHHE
OTMeYajoch 1o MMpuHe TpaBoil (24,44 mm vs 29,5 mMm)
U J1eBoit Touku (24,19 MM vs 29,5 Mm).

VY nereit 3—4 et mapamMeTpbl TPUOIUKAIUCH K HOPME,
HO COXPaHSIJIOCh CHIDKEHME IMMPUHBI Ha 8—12% (28,25—
28,38 MM vs 31,4—32,1 mMm). TomamimHa mapeHXMMbI COOT-
BETCTBOBaJIa HOpME.

AcummeTpvm MeXay noykamu:

JleBas TOYKa BO BCEX BO3PACTHBIX TIpyIIIax
Obl1a IMHHee mpaBoit (B 1—2 roma: 61,38 mm vs 57,5
MM; B 3—4 roma: 65,38 MM vs 65,25 MM), 4TO coracyercs
C aHATOMUYECKUMU OCOOEHHOCTIMMU.

KnuHuyeckas nHTepnpeTtauus:

YMeHbIlIeHWe IIUPUHBI TTOYeK MOXET YKa3bIBaTb
Ha 3aMeJICHHBIN POCT OpraHa y HEIOHOIIEHHbIX JAeTeH,
0COOEHHO B MepBbIe 2 rojia XU3HU.

HopManbHast ToNIIMHA TApEHXUMBI  CBUICTEIb-
CTBYET O COXPaHHOWM CTPYKType TOYeYHON TKaHW Jaxe
Mpu o0I1IeM OTCTaBaHUU B pa3Mepax.

CpaBHeHMe pa3mepos npasbiX
noyek y aetein ot 1 go 2 net

60 57,5 59,6

40 24,44 26,75 29,5 76

20

. [
net 1-2 ropa HOPMbI Pa3MepoB Nodek
(1-2 ner)
W aivMHa W WupuHa TONWMHa

P Puc. 2

CpaBHeHMe pa3MepoB NeBbIX
noyek y geteri ot 1 no 2 net

61,38 59,9

60

40 24,19 26,84 I 29,5 26,2
: =

. [

HOPMbI Pa3smepoB noyek
(1-2 ner)

TONWMHA

netm 1-2 ropa

W nvHa W WKUPUHA

Puc. 3

CpaBHeHMe pa3mepoB Mpasbix
noyek y aeten ot 3 go 4 net

80 65,25 67

40 28,25 28,56 31,427

netv 3-4 ropa Hopma pa3mepos noyek

(3-4 ropa)

W aavHa M wypuHa M TOAWMHA

Puc. 4

CpaBHeHMWe pasmepos /1eBbIX
noyek y feten ot 3 go 4 net

80 65,38 67,2

40 28,38 28,63 32,1282

Hopma pasmepos noyek
(3-4ropa)

Aetn 3-4 roga

W anvHa W WwWpUHa M TONWMHA

Puc. 5

Puc. 2—5. CpaBHeHHe pa3MepoB MOYeEK Yy AeTeit

Fig. 2—5. Comparison of kidney size in children.
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bapbapuu E.B. u coasm. Ouenka BiusiHust uHruouropa VEGF (acdnuGepiient) Ha opraHu3M HEJOHOLIEHHOTO pebeHKa

TommuuHa MapeHXUMbI B CpeaHeM cocTaBwia 9,6
MM, 3XOT€HHOCTH COOTBETCTBOBAJa HOpPME, KOPTHUKO-
MenymwasipHas  auddepeHunalus  Obula  COXpaHeHa.
YV onmHOro malnyeHTa BBISBICHO pacllIMpeHue JalleuyHo-
noxaHouyHoi cucrembl (YJIC) mpaBoit mouku mo 10
MM (Tipy pedpepeHCHBIX 3HaUYeHUsIX 5—7 mMm). OyaroBbie
M3MEHEeHUs TapeHXUMbI OTCYTCTBOBAJIM BO BCEX CITyJasix,
KPOBOTOK XapaKTepH30BaJCs PaBHOMEPHBIM pacripeme-
JIEHUEM.

I'eMogyHaMMUYeCKUe TOKA3aTeIn TTOYEUHBIX apTepuid
OBLITU CIICAYIOIIMU:

uHnaekc pesucreHTHocTH (MP) Ha MexaoneBbIx apTe-
pusix — 0,62 (mipaBast mouka) u 0,60 (JieBast Touka);

MaKCHMaJlbHasl JIMHEWHasT CKOpPOCTh KPOBOTOKA
B cTBOJie moueyHoil aprepunm — 80,48 cm/c (rpaBasi
mouka) u 80,61 cMm/c (JieBast Touka).

V nByx geteii oOHapy:KeHBI T00ABOYHBIE COCY/IbI:

y TIEPBOTO — B MPaBOii TTOUKe (MaKCHUMaJibHasl CKO-
poCTh KpOBOTOKA 35 cM/c);

y BTOPOTO — B JIEBOI TOUKe (MaKCHUMaJibHasl CKO-
pocth 81 cm/c).

CoxpaHHas1 KOPTUKOMEIYJUIIpHas IauddepeHIm-
anms, HopManbHbIii P Mexmoneswix aptepuii (0.60—
0.62) u ckopocTh KpoBoToKa (80.5—80.6 cm/c) mckmo-
4yalT He(YpOTOKCUYECKU I IPdeKT.

Pesynbratbhl Y3U neyeHun

CpenHue pa3mepbl MeUYeHW Y HETOHOIIEHHBIX JeTei
rocJjie Tepanuu ahandeplenToM B CpaBHEHUH ¢ BO3PACT-
HBIMM HOPMaMH TIpeICTaBJIcHbI Ha pUCYHKaxX 6—7.

Ha mpencraBieHHBIX AuarpaMMax CpaBHEHME pas-
MEpOB JIOJIel TIeUeHN ¢ HOPMOM JeMOHCTPHUPYET CIIEy-
foIIMe TEHICHIINN:

IIpaBas u JieBas 10JM NeYeHN Y HETOHOIIEHHBIX AeTei
rmocJje MpuMeHeHUs ahanbeplienTa COOTBETCTBYIOT BO3-
pPacCTHBIM HOpMaM, 3HAYMMBIX OTKJIOHEHUIA He BBISIBIIEHO.

OTHocHUTE/IbHbIE  TPONMOPIMH  J10Jieill  COXpaHEHBI,
YTO CBHJIETEILCTBYET 00 OTCYTCTBMU TPYOBIX MOPQOJIO0-
TMYECKUX U3MEHEHUA.

HesnaunteabHblie BApHALIMM B pa3Mepax (€CJIM TTPUCYT-
CTBYIOT) MOTYT OBITb CBSI3aHbBI ¢ MHANBUAYAJIbHBIMU OCO-
GEHHOCTSIMU WJIM T€CTALIMOHHBIM BO3PacTOM, HO He TIpe-
BBIIIAIOT KJIMHUYECKN 3HAYMMBIX TPAHMII.

HwsxHumii Kpait medeHn BO BCeX CITydasix ObIT OCTPBIM,
9XOT€HHOCTb HE TIOBBIIIEHA, COCYIUCTBI PUCYHOK
MapeHXUMbl coxpaHeH. CpeIHUI aUaMeTp BOPOTHOM
BEHBI 4,6 MM, JIMHEelHas CKOPOCTb KPOBOTOKA —
20,89 cm/cek. Jlmamerp TMEYEeHOUYHBIX BEH B CpPEIHEM
coctaBua 3,33 MM, HIDKHEH 100 BeHBI — 7,15 MM.
KpoBoTok ObuT (ha3HBIM BO BCeX Cydasix.

VYnabTpa3ByKoBasi KapTWMHA TMeYeHU y HaOiaomaeMoi
TPYIMIbLI HEAOHOIIEHHBIX AeTel Tocie Teparuu adim-
OGeplEenTOM He BBISBISIET MATOJOTUYECKMX MU3MEHEHMIA.

CpaBHeHMe pa3mepoB neyveHu
y Aeteli ot 3 fo 4 net

73,2
I -

Hopma pasmepos nedyexun
(3-4ropa)

85,33

net 3-4roga

M [paBas J0NA NeYeHu

Puc. 7

M /leBan [0NA NeYeHu

CpaBHeHMe pasmepos
neyeHn y getert ot 1 fo 2 net

20 76,95

39,26

68,2

nemm 1-2 roga

HOPMbI Pa3mepoB
neyenu (1-2 ner)

W [pBaA fonA neyeHn M JleBaa f0NA NeYeHU

Puc. 6

Puc. 6-7. CpaBHeHHe pa3MepoB NevYeHH y AeTei
Fig. 6-7. Comparison of liver size in children

ITapameTpbl TapeHXUMBI, COCYIUCTOTO PyClia U pa3MepoB
JIOJIEl COOTBETCTBYIOT BO3PACTHBIM HOPMaM, 4TO yKa3bl-
BaeT Ha OTCYTCTBME HEraTMBHOIO BJIMSIHMS IIpernapara
Ha TIEYEHOYHYIO apXMTEKTOHUKY B paHHEM IEPUOJE
HaOIOIEHUS.

3aknovyeHue

IpoBeneHHOE WCCIeqOBAaHKWE TTO3BOJIUIO OLEHUTh
BJIMSIHUE WHTPABUTPEAIbHOTO BBeleHUSsT adubepuenTta
Ha COCTOSTHHME TIOYeK M TIeYeHW y JeTell ¢ peTHHOoTa-
THUE HEITOHOIIEHHBIX. Pe3yabTaThl YIbTPa3BYKOBOTO
WCCIIeIOBaHUS TOKAa3alld, YTO y OOJBIIMHCTBA HeTeit
(75—90%) He BBISBICHO 3HAYMMBIX CTPYKTYPHBIX U3Me-
HEHUI OpraHoB OpPIONIHON MOJIOCTH M 3a0pIOIIMHHOIO
MPOCTPAaHCTBAa. BBISBICHHBIE CclyYan THET03KTa3uKn
1 100aBOYHBIX COCYIOB COOTBETCTBYIOT IMOITYJISIIIUOHHOM
YacToTe y HEJOHOIIEHHBIX IeTel M He TPeOYIOT KOppeK-
iy Tepanuu. CpeaHue pa3Mepbl OpraHOB U TTOKa3aTeIn
KPOBOTOKA HAXOIUJIVCh B TIpeesiaX BO3PaCTHOM HOPMBI,
YTO CBUAECTEIBCTBYET 00 OTCYTCTBUHU BHIPAXKEHHOTO HeTa-
TUBHOTO BJIVSIHUS TperapaTta Ha UCCIielyeMble OPTaHblI.

TMonyyeHHBIe DaHHBIE MOATBEPKIAIOT 0€30MACHOCTh
npuMeHeHnsT adaubeprienTa B JIEYEHUM PETUHOIATUN
Y HEOHOIIIEHHBIX JeTeil B OTHOIIEHUMN (hYHKIIUIA TTOUeK
W TIEYCHU.
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Bxnao aemopos 6 pabomy
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ASmOpbl He noay4aau KOHermeILVl eparn Ha 3mo ucciae-
dosarue om KaKo2o-aubo ¢MHGHCM[I_WOL{4€20 aceHmcemea
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cekmopax.

Aemopcmeo:
Bce asmopbr nodmeepicdarom, umo oHu coomeemcmeyrom
deticmeyrouum kpumepusm aemopcmea ICMJE.

Coenacue nayuenma Ha nyoAuKayur:
Ilucomennoe coenacue na nybauKkayur 3moeo Mamepuana
0bL10 NOAYUEHO.
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HoBsbie 1a00paTopHbIe NOKA3aTe M NOJIMCHCTEMHOI MUTOXOHIPHAIbHOI HEJOCTATOYHOCTH
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New laboratory indicators of polysystemic mitochondrial failure in children

LS. Mamedov', O.A. Perevezentsev'?, 1.V. Zolkina’, M.A. Asadullaeva’

'WVoino-Yasenetsky Scientific Center for Specialized Medical Care for Children, Moscow, Russia;
?Rostov State Medical University, Rostov-on-Don, Russia;
3Clinic of new medical technologies «ArchiMed», Moscow, Russia

N3BectHO, uTO MeToabl Ouoncuu u cekBenupoanus JJHK ucnonb3yoTcs 1is AMArHOCTMKH MHUTOXOHIPHAJIBHBIX 3200JI€BaHMid,
HO TaKue BAPMAHTbI JUATHOCTUKH JOCTYIHbI He Jisi BceX TKaHeii, ocodenno s [IIHC. B cratbe ananusupyercs sppekTuBHocTh
OUOMapKepOB B TMATHOCTHKE MUTOXOHIPHATBHOM TUCHYHKINH.

Ilen» uccnenoBanusi. YCOBEPUIEHCTBOBAHME JHATHOCTHYECKOH MaHeM OMOMAPKEPOB NPH MUTOXOHIPHAJIbHBIX HAPYIIEHHSX
y ZleTeii Ha OCHOBE PSi/1a MOTEHIUAIbHBIX JIA00PATOPHBIX MOKa3aTeneil, Takux Kak FGF-21u GDF-15 nakraT, nupyBaT, KpeaTHHUH,
ANMJIKAPHATHHBI.

Marepuasi 1 MeToabl. [IpoananuzupoBansl naHnbie 82 nauuenta B Bo3pacte ot 1 10 17 ner. Vi3mMepsiin ypoBHH YKA3aHHBIX OHO-
MapKepoB Y NAIMEHTOB C MOI03PEeHNEM HA MHTOXOHIPUAJIbHbIE 3200 1eBanus. /1)1 KaxKa0ro OHOMapKepa PacCYMTAHBI YYBCTBUTEb-
HOCTbH ¥ cnenu(puIHOCTD, IUIOMIA/b N0 XapakTepucTuueckoii kpusoii (AUC).

Pesyabrarel. g FGF-21 nnomaas AUC cocrasuiaa 0,86210,091, yyscrBureabHocts — 80% y nanueHToB ¢ MUTOXOHIPHAIb-
HbIMH Hapymenusivu, cneudmanocts — ot 88 10 100%. GDF-15 npoxemoncTpupoBan Hanboabimyo AUC cpeny M3ydeHHbIX
ouomapkepos (0,898+0,103), uyycTBuTebHocTs — 92%, cnemuduunocts — ot 91 10 100%, 4T0 yKa3piBajio HA €ro 0COOEHHO
BBICOKYIO POTHOCTUYECKYIO 3()(ekTHBHOCTh. VCcCienoBanne JAKTaTa BBISIBUIO, YTO NMPH NMOBBIIEHAH €r0 YPOBHS Y NAIMEHTOB
€ MUTOXOH/IPUAJILHBIMH HAPYIIeHUsIMUA B 37 cIydasx U3 52 yyBCTBUTENILHOCTH cocTaBuia 75%, cnenuduanoctb — ot 85 10 100%,
cpeansis — AUC 0,86110,049, a npu noBbIIEHHOM YPOBHE KPeaTMHUHA YyBCTBUTEJILHOCTb ObLIa HIKe W cocTaBwia 35,7% (19
U3 52 ieTeii ¢ MUTOXOHIpHAIbHBIMA Hapymenusavu). /s mupyBata AUC cocraBuna 0,835+0,106, nonrBep:kaas ero uapopmaTus-
HOCTb KaK JIONOJHATEILHOTO OHOMapKepa BMeCTe C JAKTATOM.

3akmouenue. UccrenoBanns nokasaam, uro Hosble mokasarean FGF-21 u GDF-15 0co0eHHO BhIIEISI0TCA CBOEi IMATHOCTHYE-
CKOIi IEHHOCTBIO U MOTYT ObITh PEKOMEHIOBAHBI /ISl INMPOKOTO NPUMEHEHHsI B MEAMIIMHCKOM NPAKTHKE.

Karouesvte caosa: demu, mumoxonopuanvhvie sabonesarnusi, BOXKX-MC/MC, raxkmam, FGF-21, GDF-15.

Ana untupoBanus: Mamvenos U.C., MNMepeseseHueB O.A., 3onkuHa W.B., Acagynnaesa M.A. HoBbie naboparopHbie nokasaresu rnoamcu-
CTEMHOV MUTOXOHAPUAIbHOM HEeAOCTaTOYHOCTU y AeTel. Poc BecTH nepuHaton v neauatp 2025; 70:(2/2): 43-47. DOI: 10.21508/1027—-
4065-2025-70-2 (4.2)-43-47

It is known that biopsy and DNA sequencing methods are used to diagnose mitochondrial diseases, but such diagnostic options are
not available for all tissues, especially for the central nervous system. This article analyzes the effectiveness of biomarkers — FGF-21
and GDF-15, lactate, pyruvate, creatinine, acylcarnitines — in the diagnosis of mitochondrial dysfunction.

The aim of the work: to improve the diagnostic panel of biomarkers for mitochondrial disorders in children based on a number
of potential laboratory parameters, such as FGF-21 and GDF-15 lactate, pyruvate, creatinine, acylcarnitines.

Materials and methods. Eighty-two patients aged 1 to 17 years were analyzed. The levels of these biomarkers were measured in patients
with suspected mitochondrial diseases. For each biomarker, sensitivity and specificity, area under the curve (AUC) were calculated.
Results. FGF-21 showed an AUC of 0.862 % 0.091 and a sensitivity of 80% in patients with mitochondrial disorders, with specificity
ranging from 88 to 100%. GDF-15 demonstrated the highest AUC among the studied biomarkers (0.898 + 0.103), a sensitivity
of 0.92, and a specificity of 91 to 100%, indicating its particularly high efficacy. The study of lactate revealed that with its increased
level, there is a sensitivity of 75% in patients with mitochondrial disorders (MD), which was confirmed in 37 cases out of 52, and
a specificity from 85 to 100%, the average AUC was 0.861 * 0.049, and for creatinine with an increased level, the sensitivity was
lower and was 35.7% (19 out of 52 children with MD. For pyruvate, AUC was 0.835 %+ 0.106, confirming its usefulness as an addi-
tional biomarker together with lactate.

Conclusion. The studies have shown that the new indicators FGF-21 and GDF-15 are particularly distinguished by their diagnostic
value and can be recommended for wide use in medical practice.

Key words: children, mitochondrial diseases, HPLC-MS/MS, lactate, FGF-21, GDF-15.
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Mmoxom[puaanHe 3a00J1eBaHUST TIPEICTABIISIIOT
co0oi1 TpymnIly pacCcTpOCTB, CBSI3aHHBIX C Hapy-
meHueM (YyHKIIMM MUTOXOHAPUIA, YTO BemeT K nedu-
LIUTY 3Heprum B KieTkax [1]. Dtu 3aboneBaHUsT MOTYT
MPOSIBISAITHCSl IITMPOKUM CIEKTPOM KJIMHUYECKUX CHUM-
MTOMOB, OT MMOIIATUI JO HEBPOJOTMUYECKUX U MeTabo-
JIMYECKUX HapyIIEeHUI, YTO 3HAYMTEIbHO 3aTPYIHSIET UX
IMarHocTuky [1, 2].

MuToxoHApUaIbHbIE 3a00JIEeBAHUSI — TEHETUYECKU
00yCJIOBJIEHHBIE HapYIIeHUsI, KOTOPbIE MOTYT BIIMSITh
Ha JO0yl0 CHCTeMy OpraHu3ma, HO B OOJbIIeH cTe-
MEeHU CTpaJaloT OpraHbl C BBHICOKMM 3HEpromnorpeode-
HUeM, TaKie KaK TOJIOBHOM MO3T, cepalle M MBIIIH [3].
B mocnenHue roabl 3HAYMTENBHO YBEJIUYMIIOCH TOHU-
MaHHUe MEXaHW3MOB MUTOXOHIPUATbHON AUCHYHKIINUU,
YTO CMOCOOCTBOBAIO TOMCKY HOBBIX JMArHOCTUYECKUX
MapkepoB [4—7]. CoBpeMeHHbIE MCClIeTOBAHUS MTOKa3bI-
BalOT, YTO M3MEHEHUs YPOBHSI OMpeneeHHbIX MeTabo-
JIMTOB MOTYT OTpaXkaTb MUTOXOHApPUAIbHbIC HAPYILIEHUS
Ha paHHUX 3Talax pa3BUTHS 3a00JIeBaHMS, YTO OTKPBI-
BaeT HOBbIE BO3MOXHOCTU JIJISI AMAarHOCTUKU U JIEYCHMUSI
[8—10]. CoBpeMeHHBIEe METOIBI TMAaTHOCTUKM OCHOBAHBI
Ha KOMILJIEKCHOM TIOJXO/ie, KOTOPbIII BKJIIOYAET MOJe-
KYJSIPHO-TEHETUUECKUE UCCAeIOBaHUSI, OMOXUMUYE-
CKME€ aHaJM3bl, TUCTOJIOTUYECKNE U MHCTPYMEHTAIbHbIC
METOJIbI.

M3BecTHO, YTO METOIBI OMOTICUM U CEKBEHMPOBAHUS
JAHK wucrnonb3ytorest 11 AUarHOCTUKM MUTOXOHIPHU-
aJIbHBIX 3a00JIeBaHUIT, HO TAKME BapUAHTHI TMAarHOCTUKU
IIOCTYITHBI He ISl BCceX TKaHel, B yacTHocTH, st LTHC,
WX WCMOJIb30BaHMWE HE BCeraa OIpaBaaHO, OCOOEHHO
B cllyyae JeTell ¢ MaJlo BbIpak€HHBIMM WJIM HecIell-
nbuaHbiMu cumrnromamu [11, 12]. CymectByer HeoO-
XOJIMMOCTh B pa3paboTKe 00Jiee NTOCTYMHbIX, HEMHBA3UB-
HBIX METOJIOB TMAaTHOCTUKMU.

buomapxkepsl, HUPKYyIUpPYIOIIME B KPOBU, MPEJACTaB-
JISIIOT COOOI BaXKHbIE MHCTPYMEHTHI JJIsSI OOHapy>KeHUsI
MUTOXOHApUANbHBIX HapymeHuit [13, 14]. Komruiekc-
HBII aHAJIN3 METa0OJIMYECKUX MapKepOB MPU MUTOXOH-
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OPUINHAJIbBHbBIE CTATbU

JIpUAaJIbHON JUC(HYHKLMN MTO3BOJIUT YCOBEPILIEHCTBOBATD
aJITOPUTM paHHEN TMarHOCTUKU JaHHBIX HApyLIEHWIA.
Ieas uccaenoBanusa: pa3padboTKa aJropuT™Ma JUarHo-
CTUKM MUTOXOHAPUAIbHBIX HAPYLIEHUA Y AeTeil U yco-
BEPILIEHCTBOBAHKE TMArHOCTUUYECKON MaHe 1 OMoMapKe-
POB Ha OCHOBe psijia TToKa3aTteieit: puepPOoIIacTUIeCKOro
daxTopa pocra 21, dpakropa pocta u quddepeHIIAINN
15, nakrara, nupyBaTa, KpeaTUHUHA U allJIKADHUTUHOB.

XapaktepucTtuka petei U MeToAbl UCCNeaoBaHUSA

IIpoananu3upoBaHbl AaHHBIE 82 TAIMEHTOB B BO3-
pacte ot 1 go 17 net, 39 neBouek u 43 manpunka. OCHOB-
HYIO TPYMIy cOCTaBMJIa 52 mMalyeHTa ¢ KIMHUYECKUMU
MPOSIBIEHUSIMA ~ MUTOXOHAPHWABHBIX ~ HapyIIeHUIA.
I'pynina cpaBHeHus Bkitoyana 30 mauueHToB 0e3 MposiB-
JICHU MUTOXOHIPUATBHON TUCHYHKIINN.

Beiio monyyeHo WHMGOPMHUpPOBAHHOE CcoOIJIacue
Ha yJacTHe B UCCJIEMOBAaHUU OT POAMUTENIe MU 3aKOH-
HBIX TIpeICTaBUTeJIeli TTallMeHTOB. Y Bcex neteit opanu
ouomatepuan (1maasma/CbIBOPOTKAa, MOYa) COTJACHO
MPOTOKOJY WucclienoBanusi. M3Mepsiium comepkaHue
JlakTaTa, TUpyBaTa, KpeaTWHWHA, alWIKapHUTUHOB
C MWCMOJb30BaAaHMEM CHUCTeMBbl JJIsI BbICOKO3(dheK-
TUBHOM XWUAKOCTHOW Xpomartorpacduu MU TaHAEMHOM
Macc-CMeKTPOMETPUM,/MACC-CITIEKTPOMETPUH, 060-
pynoBaHHO# Macc-crnektpomerpoMm SciexQtrap 5500
¢ xpomartorpacom Waters Acquity Premier. Omnpene-
JIeHWe coaepxXaHusT (UOPOTIACTUYECKOTO (haKTopa
pocta 21 (FGF-21) u ¢dakropa pocta u nuddepeH-
umauuu 15 (GDF-15) ocymiecTtBiasim Ha UMMYHO-
¢epmenTHoM aHanuzatope (Mertonm ELISA). Hzme-
PSITM YPOBHUM YKa3aHHBIX OMOMapKepoB Yy MAllMeHTOB
¢ TIOJ03peHNeM Ha MHUTOXOHIpUAJIbHBIE 3a00JIeBaHUS
U B KOHTPOJIbHOM Tpymie. s Kaxmoro 6moMapkepa
ObUTM pAacCYMTAHbl YYBCTBUTEIBHOCTh U CIEUM(PUY-
HOCTbh, TJIONIAAb TMOJ XapaKTePUCTUYECKOW KPUBOU
(AUC). AUC mnpencrasisier coboit Mepy crocoOHO-
CTH TecTa TOYHO KJIacCU(PUIIMPOBATh Cllydaul ¢ HaJlM-
yueMm 3abosieBaHus U 0e3 Hero. JlaHHbIe aHAIU3UPO-
BaJlM C WCIOJb30BAaHUEM CTaTUCTUYECKUX METOIOB
st ROC-KpuBbIX.

B 1iensix cpaBHEHMST CpeIHEro 3HAUEHUS U pa3inyuii
psiza ToKasaTeseil YpoBHS OMOMapKepoB TPYIIITe ITalu-
€HTOB C TIOJ03pEHNEM Ha MUTOXOHIpPHWAIbHBIE Hapyllle-
HUSI ¥ B TPYIIIEe CPaBHEHUST PACCYNTBHIBAIA KPUTEPUIA ¢
CTblOIeHTa IJIT HECBSI3aHHBIX COBOKYITHOCTE! ¢ IpaHU-
neit 3Haunmoctu p=0,05 u Kputepuit MaHHa—YUTHU
C Takol ke TpaHulel 3HauMMOCTU. CTaTUCTUYECKHE
pacueThl BBIITOJHEHBI B ITporpamMme Statistica SPSS.20
(«IBM Corporation», CLLIA).

Pe3ynbTathl M 06CcyxaeHue

B tabnmiie mpeacTaBieH CIIEKTp HO30JIOTHIA, TUarHO-
CTUPOBAHHBIX Y IET€il OCHOBHOM TPYIIIIELI.

FGF-21 mpencrasnsier cob6oif TOPMOH, PETYIMPYIO-
LI MeTab0JIM3M YIJIEBOIOB U JIMITUIOB, KOTOPBIii TOBbI-
mraeTcss MNpyU MHUTOXOHIpHAIbHONW muchyHKIum [15].
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Tabauya. Pacnpenenenne NaMEeHTOB N0 KIMHMYECKUM MATHO3aM
Table. Distribution of patients by clinical diagnoses

3a0oJieBaHue (YMCII0 MAIUEHTOB) Kinuanyeckoe onucanue ciyyaes DTHOIOTHA
Hesponornmaeckue cuMnToMsbl, ceprednble muchynkim, m.T9176C (MT-ATP6),
JIUCTIPAKCHS, 3aIePKKA TICUXOMOTOPHOTO Pa3BUTHSI, m.A14453G (Complex1

Cunnpowm Jlest (n=15)

Cunpgpom ITupcona (n=9)

Cunnpom MELAS (Mitochon-
drial encephalomyopathy with
lactic acidosis and stroke-like
episodes) (n=11)

Cunnpom MERRF (Myoclonic
epilepsy with ragged red fiber)
(n=T7)

Cunnpom Kupraca—Ceiipa
(KSS) (n=6)

XpoHUUYECKast MPOrpecCUpyro-
1ast HapykHast oTaabMOILIe-
rug (CPEO) (n=4)

3a/lepKKa MCUXOMOTOPHOTO Pa3BUTHUSI, KAPAMOMUOTATHSI,
NIeTCKasl HeMpoaereHepamus

Hapyienue pocrta, MajibadbCcopOLIMsI, TJAKTOALIUI03,
aruia3us KOCTHOTO MO3ra, MeTaboIniYecKre HapyeHusI,
CUIepO6IaCThI B KOCTHOM MO3Te, MUKPOLIE(haIrs

C1aboCTh MBI, AeMEHIUS, adha3usi, MUOKIIOHUH,
aTakCcusl, MUTPEHETO100HbIE TOJIOBHBIE 00JIM, HApyIlIEeHKE
CO3HAHUS, AbIXaTeJIbHAsl HEAOCTATOYHOCTh, KOTHUTUBHBIE
paccTpoiicTBa

MuOKIOHUM, TeHEpaTM30BaHHas SIUJIETICUST, aTaKCus,
MUOTIATHUsI, HETIEPEHOCUMOCTh (PU3UIECKUX HATPY30K,
Hepa30opurBasi peub, YCTaJ0CTh, IMOTEPs Clyxa, CIadoCTh
KOHEYHOCTEM

Biiokambr cepaeyHoit MpoBOIUMOCTH, 3aepKKa POCTa,
HapykHast 0hTaTbMOIUIETHS, TUTMEHTHBIN PETUHUT,
MoTepst 3peHMUsl, Mporpeccupyoasi ohTaabMOIUIEr1s,
TPEeMOp, aTaKCHsI

Mauast macca Tejia Ipy poKIeHUH, BPOKICHHAS [IyX0Ta,
odTaTbMOIUIET S, ITO3, CTPadU3, Tucharusi, yMCTBeHHAas!
OTCTAJIOCTh, MOTEPSI CITyXa

ND6), myranus rena NDU-
FAF5

Kpynusie genenun mtIHK

m.A3243G (tRNA leucine),
m.G13513A (Complex1
NDS5)

m.A8344G (tRNA lysine),
m.G8363A (tRNA lysine)

KpyrmHble 1 MHOXKECTBEH-
Hbie aenenuu MTIHK

Myranusa mtIHK ¢ BoBie-
YeHUEM SIIEPHBIX OETKOB
MUTOXOHAPUIA

B namewm uccnenoBanun AUC 15t TaHHOTO TToKa3aTesst
cocraBmia 0,862+0,091, yTo yka3bIBaeT Ha €ro BHICOKYIO
JIMarHOCTUYECKYIO 3(h(HEKTUBHOCTh, CPABHUMYIO C TaKO-
BOI JlaKTaTa.

GDF-15 cnyxur MapkepoM MHUTOXOHIPUAIbHOTO
cTpecca, KOTOPHIA BhIpabaThIBaeTCsS B OTBET Ha KIIETOY-
HYIO TUTIOKCHIO U IMOBPEXIEHUE MUTOXOHAPUIA [16]. DTOT
onomapkep xapakrtepu3oBajicsd camoil Oombmroin AUC
cpenn Beex Tectupyembix — 0,898+0,103, uro gemaet ero
HaunboJjee TepCIeKTUBHBIM IS TMArHOCTUKYA MUTOXOH-
JIpUATbHBIX 3a0ojieBaHUi. OJHAKO CTOWT YUYWUTHIBATh,
yTo noBeiieHHbIe ypoBHU GDF-15 Takke MoryT Ha610-
JIaThCST MIPU IPYTUX 3a00JIeBaHMIX, TAKUX KaK cepAeuHast
HEJIO0CTATOYHOCTh U CaxXxapHbIii T1abeT.

JlakTaT — BaXKHBII MapKep MUTOXOHAPUATLHOM TUC-
¢ynkuum [17, 18]. Jlakrat 661 0cOOeHHO MH(MOPMATH-
BEH TIPU BBIIBJIEHUU MAlIEHTOB C SIBHO BBIPAXKEHHOM
MHTOXOHAPHAIBHOM TUC(YHKIMEH, HO €ero ypoBeHb
Takke MOXET OBbITh TOBBIIIEH MPH APYTUX MeTabomye-
CKUX HapyIIEHMIX, TaKUX KaK TUTMOKCHUST WU Kapauo-
muonatuu [19]. Cpennsass AUC mig nakrata cocTtaBuiia
0,861%0,049, 4TO CBUIETEILCTBYET O BHICOKOI YyBCTBU-
TEJTBbHOCTU M CIIEIM(UIHOCTU TAHHOTO MapKepa B Iua-
THOCTHUKE MUTOXOHIPUAIBHON TUCHYHKITUH.

ITupyBat B KOMOMHAIIUM C JTAKTATOM HMCIIOJIb3YeTCs
JIJIST OLIEHKW HapyIIeHWI B LIMKJIE TPUKAPOOHOBBIX KHC-
qnotr (Kpebca) [20]. DroTr OGuomapkep mHMOpMaTUBEH
IJIST VCKJTIOYEHWST HapylleHWi (yHKouu depMeHTa
MUPYBaTAETUAPOTEHA3bl, HO MeHee CrelubHrIeH, yeM
nmakrtat. CoyeTaHHasT OIleHKA YPOBHSI MUpyBaTa M ApY-
TUX MapKepoB YBEJINYMBAET €r0 TMATHOCTUYECKYIO LIeH-
Hocth. AUC gng nupysata cocraBwia 0,835%0,106,

MOATBEPXKIast €ro BaXXHOCTh KaK MTOTOJHUTEIbHOTO
Orvomapkepa BMecTe C JlakTaToMm. [laHHBIE O JuarHo-
CTUYECKOU 3HAYMMOCTU 4 KJTIOUEBBIX METaOOIMIECKUX
MapKepoB MUTOXOHAPHATHHON TUCHYHKIIUM TIPEACTaB-
JIEHbI Ha PUCYHKE.

TTpoBeneHHBINM aHAIU3 TTOATBEPIMII, YTO TTOBBIIICH-
HbIE YPOBHM JIaKTaTa U TUPyBaTa KOPPEJIUPYIOT C HApy-
LIEHUSIMA  MUTOXOHIPUAJIILHOTO MeTaboJu3Ma, OCO-
OeHHO TIpM 3a00JIeBaHMSIX, CBSI3AHHBIX C HEIOCTAaTKOM
SHEpPTUM B KjeTKax. Hampumep, m3MeHeHHEe COOTHO-
IIeHUs JIaKTaTa W MIpyBaTa MOXET YKa3bIBaTh Ha CITell-
nduyeckue nytu Mmeradboauueckoro aucobananca. FGF-
21 u GDF-15 6b111 naeHTUGUIMPOBAHBI KaK MapKephl,
YYBCTBUTEJbHBIE K MHWTOXOHIPUAIBHOMY CTpEcCy, MX
YPOBHU 3HAYUTEJBbHO MOBBLIIIAIKCH B OTBET HA MUTO-
XOHIPUAJbHYIO TUCHYHKIINIO B HEUPOHHBIX ¥ MbIIIIEY-
HBIX TKaHSX.

Pesynbratel momuepkmBaior moteHnuan FGF-21
n GDF-15 kak Haubosiee MHOrooGemnarommx HOBBIX
OuoMapKepoB I TUATHOCTUKU MMTOXOHAPHUAIIBHBIX
3a0osieBaHmnii. Ux Boicokue 3HaueHUs1 AUC yka3bIBalOT
Ha BO3MOXHOCTb MCITOJIb30BAaHUSI 3TUX OHMOMapKepoB
B KJIWHWYECKOW TMpaKTUKE JUISi PAHHETO BBISIBJICHUS
MUTOXOHAPHAIBHOM MuCcYHKLIMKU. Pe3ynbraThl JeMOH-
CTPUPYIOT, UTO MCITOJIb30BaHME TMaHEIn OMOMapKepoB,
Briovaromeir FGF-21, GDF-15, nakratr m mnwupysar,
MO3BOJISIET YYUTHIBATh, KaK MeTabOJIUYecKHe W3MeHe-
HUSI, TaK 1 OOIIEKJIETOUHBIH cTpecc. OaHaKO BaXKHO YU -
ThIBaTh, YTO JIAKTaT W TIMPyBaT MeHee CIeHUMUIHBI
JUTSE MUTOXOHIIPUATBHON TUC(HYHKIIMU, UX YPOBHU MOTYT
OBITH MOBBIIIEHBI TPU TUTTOKCUM WIJIU IPYTUX METaOO -
yecKMx 3abosieBaHusx [15, 16].
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GDF-15 nposiBuJl BbICOYAKIIYIO TMAarHOCTUUYECKYIO
LIEHHOCTh, HO €r0 YPOBHU TaKXe MOTYT ObITh YBEIUYEHbI
MpY caxapHOM I1abeTe U CEPAeYHO-COCYIUCThIX 3a00J1e-
BaHusix. [lo maHHBIM MCCenOBaHUM, IS TMATHOCTUKU
MUTOXOHAPUATbHBIX 3a00JIeBAaHUN y AeTelt HEOOXOAUMO
WCTIOIb30BaTh HECKOJbKO OMOMapKepoB B KOMOMHALIMU.
BaxxHo ncnosib30BaTh X B KOHTEKCTE KIIMHUYECKUX JaH-
HBIX U APYTUX TUATHOCTUUECKUX METOIOB.

3aknovyeHue

IMpemnoxeHHast ycoBepIIeHCTBOBAHHAS TUArHOCTH-
YyecKasl TIaHe b BBISIBICHUST MUTOXOHIPUATbHBIX Hapy-
LIEHUI y JeTeid, BKItoYarolasi IraHelb OMOMapKepoB,
TakMx Kak jiakrar, nupyBaT, FGF-21 u GDF-15, nosso-
JIIeT 3HAYMTEJILHO TOBBICUTh TOYHOCTb M CBOEBpPEMEH-
HOCTb AMATHOCTUKHU. Mcrmoib3oBaHUE 3TUX OMOMapKe-
pOB B KOMOWHAIIMK TIOMOXET 00jiee TOYHO BBISIBISTH
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Metabolomic and molecular genetic markers of epilepsy in children with obesity
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Dnuiencus — 0JHA U3 BAXKHbIX MPO0GJIEM COBPEMEHHO! HEBPOJIOTHH. DIIIENTHIECKHE CHHIPOMbBI MOTYT COYETATHCS C IPYTOil MaTo-
JIOTHeil, B YACTHOCTH, ¢ M30bITOYHOI Maccoii Tela. B HacTosIee BpeMsi aKTHBHO M3yYaeTcsl Pa3/IMYHble ACTIEKTbI THONATOTeHe3a
BO3HUKHOBEHHUSI SNUJIENTHYECKUX NPUCTYNOB HA (oHEe 0:KMpeHUs.

Lemb uccaenoBanusi. BoisiBiieHe 0CHOBHBIX META0OIMYECKUX H MOJIEKYISIPHO-TeHETHIECKIX W3MEHEHHil IIPH SNIIIETICHH Y JeTeii, acco-
LMHMPOBAHHOI C 0XKUPEHHEM, /LISl Pa3pa0OTKHU MEPCOHATM3UPOBAHHONO OIX0/1A K IMATHOCTHKE JAHHOTO NATOJIOTMYECKOTO COCTOSTHUS.
Marepuasnsl u MeToIbl. B HcciienoBanue OblM BKIIOYEHbI 22 nanuenTa B Bo3pacre ot 1 roaa 1o 16 aer (cpeanmii Bo3pact 11,7 rona):
16 nanueHTOB C Pa3NMYHBIMU IMUIENTHYECKUMH CHHAPOMAaMHU Ha ¢oHe 0XKUpeHUs U 6 manueHToOB rpynmnbl cpaBHeHus. Mccieno-
BaHue nmpoduist u3 60 opraHuYecKuX KHMCJIOT B MOYe NMPOBOIWIM METOAOM BbICOKO3(deKTHBHOI KUAKOCTHOH XpomaTorpaduu
U TAHIEMHOI MacC-CIeKTPOMeTpHH. Y 5 00JIbHBIX ObLTO MPOBEIEHO MOJHOIK30MHOE CEKBEHHPOBAHHE C HCIOIb30BAHMEM IeHeTHYE-
ckoro anaim3atopa HeliconG50.

Pesyabratsl. B rpynne nanuenTos ¢ anuiencueii Ha oone oxkxupeHus BbIsIBJIEHbI PeBbIIeHHE BepxXHeii ped)epeHCHOI rpaHuIbl psiia
MapKepoB IUKJIa TpUKapooHoBbix KucaoT (Kpedca) — dpymapoBoii u 2-KeTOrIyTapoBii KHCJIOT, 0AKTEPHAIbHOTO TMCOM032a U YPOBHS
MoJ104HO# KucioThl. Kpome Toro, B BbI0OpKE 00JIbHBIX, B OTJIMYME OT IPYNIbI CPABHEHHUS, 0OHAPYKEHO NOBbIIIEHHE YPOBHEH psaa
MapKepoB MUTOXOHAPUAIbHOW AuchYHKIMU. [101HO9K30MHOE CeKBEHHPOBAHKE Y 5 MANMEHTOB C MUJIeNncueil Ha (hoHe OKUpPeHUs
He BbISIBUJIO H3BECTHBIX MATOIOTHYECKHUX MYTALMIA.

3akimouenne. BbisiBiieH psan MeTa0oIMYecKHX MAPKEPOB, aCCONMUPOBAHHBIX C JMIUIENcHell y nereil HA ¢one oxupenus. Mooe-
KYJISIDHO-TeHeTHYeCKOe MCClIeI0BAHUE He BbISIBIIO KIMHMYECKH 3HAYMMBIX NATOI0rHYecKHX MyTanuii. Pe3yibTaThl nccienoBanus
MO/ITBEPKAAIOT 3HAYEHUE NEPCOHATM3UPOBAHHOIO MOAX0AA K JMATHOCTHKE W JIEYEHHUIO JAHHOTO MATOJIOTHYECKOro COCTOSIHUS
U 1aJIbHEIIIero HCcIeI0BaHus MeTa00I0MHbBIX i MOJIEKY ISIPHO-TeHETHYECKMX MAPKEPOB TAHHOTO MATOJOTHYECKOTO COCTOSIHHS.

Karoueevte caosa: demu, Anunencus, oscupenue, opeaHuvecKue Kucaomol, 6’blCOK03¢¢el€mu6Haﬂ JHCUOKoCcmHas xpomamoepagbml
U manoemuas macc-cnekmpomempusl, MOAEKYAAPHAA ceHemMUKA.

Ana untuposanus: NepeseseHues O.A., Mamenos W.C., Kynakosa E.I., 3onkuHa W.B., TatapuHoB [1.A., Keccenb A.E., Ocurnosa K.B. Me-
Tab0JIOMHbIE U MOJIEKYIIPHO-FEHETUYECKNE MapKepbl anuaerncui y AeTel Ha GoHe oxupeHus. Poc BecTH nepuHaton v neamatp 2025;
70:(2/2): 48-52. DOI: 10.21508/1027-4065-2025-70-2-48-52

Epilepsy is one of the important problems of modern neurology. Various epileptic syndromes can be comorbid with other pathologies,
in particular, with excess weight. Currently, various aspects of the etiopathogenesis of epileptic seizures against the background
of obesity are actively studied.

Objective. The aim of the work is to identify the main metabolic and molecular genetic changes in epilepsy in children associated with
obesity in order to develop a personalized approach to the diagnosis of this pathological condition.

Materials and methods. The study included 22 patients aged from 1 year to 16 years (mean age 11.7 years): 16 patients with various
epileptic syndromes against the background of obesity and 6 patients of the comparison group. The study of the profile of 60 organic
acids in urine was carried out by high performance liquid chromatography and tandem mass spectrometry. Whole exome sequencing
was performed in 5 patients using a Helicon G50 genetic analyzer.

Results. In the group of patients with epilepsy against the background of obesity, the upper reference limit of a number of markers
of the Krebs cycle (fumaric and 2-ketoglutaric acids), bacterial dysbiosis and lactic acid levels were exceeded. Also, in the sample
of patients, in contrast to the comparison group, an increase in the levels of a number of markers of mitochondrial dysfunction was found.
Whole exome sequencing of 5 patients with epilepsy against the background of obesity did not reveal known pathological mutations.
Conclusion. Thus, we have identified a number of metabolic markers associated with epilepsy in children against the background
of obesity. Molecular genetic testing of a number of patients did not reveal significant pathological mutations. The results of the study
confirm the importance of a personalized approach to the diagnosis and treatment of this pathological condition and further study
of metabolomic and molecular genetic markers of this pathological condition.
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91‘[1/1)‘[6]‘[01/15[ — XPOHUYECKOE TeTepOTeHHOE HEeBPO-
Jjornueckoe 3aboseBanue [1, 2]. UpesBbluaitHO
BBICOKAsl PACIPOCTPAHEHHOCTh JMWJICTICUN (KaXKIbIiA
ron oHa ropaxaeT 6ojiee 70 MJTH 4eJlOBeK W TPUBOINAT
K cMepTu 125 ThiC. U3 HUX) AeaeT naHHOoe 3a00JieBaHNe
OIHOM M3 BaxKHEWIIMX IIPo0JIeM COBpEeMEeHHON HEBPO-
snoruu |3, 4].

Ilpn snunencum dYacto HaOIOAAIOTCI KOMOpP-
OunHble 3abojieBaHUSI, TaKWe KaK KOTHUTHUBHBIC,
JIeTIpECCUBHBIE paccTpoiicTBa U oxupenue [1, 5, 6].
B HacrosIee BpeMsi aKTUBHO M3ydyaeTcsl STUOIMATO-
reHe3 OXupeHus y nereir ¢ snuuernicuein [1]. OnHuMm
u3 (pakToOpoB yBEJIMUYEHUS] MACChl Teja TPU DTUIIEII-
TUYECKUX CUHAPOMAX CIYXUT TIPUEM BaIbIIPOATOB.
B psge wuccinenoBaHuWil ToKa3aHO, YTO Bajblpoar
HaATPUsI MOXKET BBI3bIBATH OXMPEHME, YacTO B codeTa-
HUU C CUHAPOMOM ITOJIMKMCTO3HBIX SMYHUKOB [7—9].
Ho oxupeHune mpu 3MUICTICUA MOXET OBITh CBSI3aHO
HE TOJBLKO C TpPUMEHEHUEM IPOTHUBOCYIOPOKHBIX
CpPENCTB, HO U C ONpeaesIeHHbIMU METabOoJINYeCKUMU
U MOJIEKYJISIDHO-TEHETUYECKUMHU  OCOOEHHOCTSAMU
namueHToB. [To3ToMy BaXXHO U3ydyeHUE B3aUMOCBSI3U
SMMJIETITUYECKIX CUHAPOMOB U OXUpeHus [1].
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ruu, 'BY3 HIIL criennanusupoBaHHoi momoun aetsM uM. H.B. BoitHo-
Sceneukoro, ORCID: 0000—0002—0531-9315

119620 Mocksa, yi1. ABMaTopoB, 1. 38

3onkuna Mpuna BsiueciaBoBHa — K.0.H., 3aM. TeH. JUP. 10 pa3BUTHIO KIMHUKK
HOBBIX MeIUIIMHCKUX TexHosornit ApxuMen, ORCID: 0000—0003—2117—386X
119435 Mocksa, CaBuHcKasi HabepexHasi, 1. 23, ctp. 2

Tarapunos [letp AHaTOJNIbEBUY — K.M.H., J01L., TIpod. Kadeapbl KIMHUYECKOM
dapmakonorun K0.b. BenoycoBa MHctuTyTa KIMHMYECKON MeauiinHbl Poc-
CUIICKOTO HallMOHAJIbHO-UCCIIENI0BATEIBCKOIO MEAMLIMHCKOTO YHUBEPCUTETA
uM. H.M. TTuporosa, ORCID: 0000—0003—0811—-0653

117513 Mockaga, yi1. OcTpOBUTSIHOBA, 1. |

Keccenb Anekcanap EBreHbeBMY — 3aB. HEBPOJOTMUYECKHMM OTIEIECHUEM
MOpO30BCKO# JeTCKO rOpOACKON KITMHUYECKON OOJBbHULBI,

ORCID: 0000—0001—-6012—250x

119049 Mockaa, 4-it JIo6pbIHUHCKUI 1iep., a. 1/9, cTp. 21

PesynabTaThl  MCCIIeNOBaHUS  KOPPETSLIMU  MEXIY
OXUpPEeHUEM W STUJeTNcuell y AeTeil TOCTaTOYHO Ipo-
tuBopeunBsl [1]. Tak, K. Zhou u coasr. [10] npoBenu
pPaHJAOMM3UPOBAHHBIN aHANU3 CLETUIEHUSI OXUPEHUSI
W SMUJIETICUY W TIOKa3aJIi X B3aMMOCBSI3b. Psim mccre-
JNIOBAaHWI TOKa3bIBaeT, UTO y MAIMEHTOB C SIHMJIETICUE
yBeamurBaeTcst puck oxupeHus [ 11—13]. OqHako B psine
paboOT KOppeNaiuyu MeXAY OXHUPEHHEM W BIUIeTicueit
He BoisiBisiercs [1, 14, 15]. UccaenoBanune M.T. Pfeifer
U coaBT. [16] gaxe BBISBWIO IOJOXUTEIbHYIO KOPPEJIs-
IO MEXKIY HEIOCTATOYHOM MacCoi TeJla U PUCKOM BO3-
HUKHOBEHMS SMUJICTITUIECKUX CHHAPOMOB.

Ileab wWcciaenoBaHusA: BBISIBIEHUWE OCHOBHBIX MeTa-
OOJIMUECKNX U MOJIEKYISIPHO-TEHETUYECKIUX MapKepoB
MpY STUIENICUN Y JeTeil, acCOLMUPOBAHHONW C OXU-
peHreM, JUIT  pa3pabOTKU MepCOHATU3UPOBAHHOTO
MoaXoJa K JOWaTHOCTMKE JAaHHOTO MaTOJOTMYeCKOTo
COCTOSTHUSI.

XapakrtepucTuka petei u MeToAbl UCCeaoBaHUS

B wuccnenoBaHue OblTM BKIOYEHBl 22 mMalMeHTa
B Bo3pacte oT | roma mo 16 jeT (cpemHUWit BO3pacT
11,7 roma); 15 neBouek n 7 MmaibunkKoB. [TanieHThI ObLIN
OTOOpaHbl B TICMXOHEBPOJIOTMYECKOM oTaeaeHun Nol
HayuyHo-TpakTHYecKoro ILeHTpa CreluraJIn3upoBaHHOMN
MEIULIMHCKON oMol retsaM uMm. B.dD Boitno-Acenern-
koro. Pacripenenenue maireHToOB MO KIMHUYECKUM JTMa-
THO3aM IIpeaCcTaBieHo B Ta0I. 1.

Takum o6pa3om, B TTOATPYIINY MAllMEHTOB C pa3any-
HBIMU STUJIENTUIECKUMU CUHAPOMAMHM M COITYTCTBY-
JOIIMM  KOHCTUTYIIMOHABbHO-3K30T€HHBIM OKUPEHUEM
BXOIWJIM 16 marmeHToB B Bo3pacte ot 1 1o 17 et (cpen-
Huit Bo3pact 10,2 roma). B rpynry cpaBHeHUS] BXOAUINA
2 maupMeHTa ¢ UMMYHHOI anujericueil (Maapuuk 14 et
U neBouka 9 siet) 6e3 NMpU3HAKOB OXUPEHUS U 4 Talu-
eHTa ¢ MOpPOMIHBIM OXHMpPEHUEM U MeTabOIUYeCKUM
CUHIPOMOM 0€3 TPU3HAKOB SMWIENTUYECKON aKTHB-
HOCTHU. bblI0o Toy4yeHO MHGOPMUPOBAHHOE CcoTjiacue
Ha y4yacTue B MCCJIEJOBAHUU OT POAUTENIeH MM 3aKOH-
HBIX TIpEICTaBUTENIEI MAllUEHTOB.

VY Bcex aeTeii Opaiu yTpeHHIOIO MTOPIIMI0 MOYM B CTeE-
PUJIbHBIA KOHTEWHep s WCCIAeAOBaHUS TIPODUIS
OpraHMYeCcKMX KHUCJIOT METOJIOM XpoMmaTtorpaduu-macc-
CMEKTpOMETpUM. Mouy XpaHWIM TpU TeMIepaType
—70 °C B yJIbTPaHU3KOTEMIIEPATYPHOM MOPO3UJIb-
HukKe. MIaMepeHue comepkaHUsl OPraHUYECKHUX KUCIOT
W UX TIPOM3BOMHBIX BHITIOJHSIN C HCIOJb30BaHUEM
CHCTEMBI JIJIT  BBHITIOJTHEHUST  BBICOKO3((HEKTUBHOM
KMIKOCTHOUM XpoMatorpaduu U TaHAEMHON Macc-
cnektpoMmetpun (BOXKX-MC/MC), obopynoBaHHOI
Macc-crnektpomerpoM SciexQtrap 5500 ¢ xpomaTorpa-
¢dom Waters Acquity Premier. CekBeHUpoBaHME 3K30Ma
psiia MalUeHTOB C SIWJCICHEil Ha (oHEe OXUPEHUS
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Tabauya 1. Pacnpenelienne N0 KJANHAYECKUM TMATHO3aM NAIMEHTOB UCCJIELYeMOii BIDOPKH M IPYNIbI CPABHEHUS
Table 1. Distribution of clinical diagnoses of patients in the study sample and comparison group

Kiunnyeckuii 1uarno3 LED
NanyeHToB

OcHoBHas rpyIna (amuierncus + oxupeHue), n=16
Dnuaencus HEYyTOHYeHHas ¢ KOHCTUTYILIMOHAIbHO-3K30T€HHBIM OXKUPEHUEM M YMCTBEHHOM OTCTAIOCThIO 1
Dnuaencust unMonaruyeckas (reHetuueckas) (pokaabHasi ¢ KOHCTUTYLHMOHAIbHO-3K30TeHHBIM OXKUPEHUEM 2
Dnuaerncus reHepaau3oBaHHas uaronatuyeckas (renetuyeckas). C. JikuBoHca. KOHCTUTYIIMOHATBHO-3K30- 4
TeHHOE OXKMPEHUE
Drmtericust pokarbHas (MIUOMAaTUIeCKasT) TeHeTHYeCKasi ¢ KOHCTUTYITMOHAIEHO-3K30T€HHBIM OKUPEHUEM 1
Drmtericust pokarbHasi HEM3BECTHOM STUOJIOTUY C KOHCTUTYITMOHAIBHO-9K30TeHHBIM OXXKUPEHUEM 1
®DoxkanpHasE CUMITTOMaTH4ecKast (CTPYKTYpHasT) SIIIETICHSI ¢ KOHCTUTYIIMOHATbHO-3K30T€HHBIM OKUPEHUEM 4
®DoxkanbHas UAXOIATUYECKAs STWIETICHS C BTOPUYHO-TeHePATM30BaHHBIMU MPUCTYIIAMU M C KOHCTUTYIINO- 1
HaJIbHO-3K30T€HHBIM OXXUPEHUEM
Cunnpom GEFS+ (hebpuibHbIe CyToporu) ¢ KOHCTUTYIIMOHATBbHO-3K30T€HHBIM OXXHUPEHUEM 1
IOHomeckast MuokJIoHMYecKas snuiencus (CUHApoM S HIa) ¢ KOHCTUTYIIMOHATbHO-9K30T€HHBIM OXKUPEHUEM 1
I'pynna cpaBHeHUs n=6
Onunerncus hokalbHas HEM3BECTHOM 3TUOJOTUY C ayTOMMMYHHbBIM MOJTUTTIAHIYISIPHBIM CUHAPOMOM 1
MeTabonnueckuii CHHIPOM ¢ MOPOUIHBIM OXMPEHUEM 0€3 SIMUICTITUYECKON aKTUBHOCTHU 3
MMMyHHas snujiencusi mocjie nepeHeceHHOro JMMOMYecKoro sHiledanmra 1
DouKyJUISIpHAs OITyXO0JIb IIUTOBUIHOM JKeJIe3bl ¢ 9K30I€HHO-KOHCTUTYLIMOHAIbHBIM OXHUPEHUEM 1

MPOBOAUIN C MCIIOJIb30BaHUEM T€HETUYECKOTO aHau-
3atopa G50 1Mo ctTaHgapTHOMY ITPOTOKOJTY ITAapHOKOHIIE -
BBIX TIPOYTECHUA.

Jns cpaBHEHMSI CpeIHEero 3HaueHUs W pasindyuii
psina moxkasaresieid ypoBHSI OpraHUUeCKUX KUCIOT B MOYe
B TPYIIIIe TMAlMEHTOB C SIWIETICUEe Ha (POHE OXMPEHUST
U B TPYIIIIEe CPaBHEHUST PaCCUUTHIBATIN KpuTepuii f CThIO-
JIEeHTa JUTSI HECBSI3aHHBIX COBOKYITHOCTEW C TpaHMIeH
3HaunumocTu p=0,05 u kpureprit MaHHa—YUTHU C TaKOM
Xe TpaHulel 3HaunMMocTh. CTaTHCTUYECKUE pacyeThl
BBITIOJIHEHBI B TIporpaMme Statistica 10.0.

Pe3ynbraTbl n 06CyXaeHue

OCHOBHBIE OTKJIOHEHHMS B TTPOhUIIE OPraHUIECKUX KUC-
JIOT B MOYE Y TTAIIMEHTOB C Pa3JIMYHBIMU SMUICITUYECKUMU
CUHApOMaM Ha (hOHe OXUpEeHUs BbIABICHBI y 11 m3 16
MalMEeHTOB B CIICAYIOIIMX META0OJIMIECKUX TTIOKA3aTeIsIX:

— MapKephbl LIMKJIa TpuKapOoHOBbIX KrcoT (Kpebca),

— MapKepbl MUTOXOHAPHUAIIbHOM TUCHYHKIINH,

— MapKephl JeTOKCUKAIINH,

MapKepbl 6aKTepuaibHOTO T1UCcOM03a.

Kpome Toro, y naHHBIX MMallMeHTOB BBISIBJIEHO OTKJIO-
HEHME YPOBHSI MOJIOYHOI KMCIJIOTHI 3a Tipenesibl pede-
PEHTHBIX WHTepBajoB. ITOBBIIIIEHNE YPOBHS MOJOYHOM
KHCJIOTBI MOXET OBbITh aCCOLMMPOBAHO Kak C JAehULn-
TOM JIMTMIOEBOI KUCIIOTHI (KOTOpasi CIIYKUT KO(aKTOpOoM
NI TIAPYBATIETUAPOTEHa3HOTO KOMILIeKca, Ipeodpa-
3YIOIIEro MUPOBUHOTPAIHYIO KHUCIOTY B ameTuii-KoA,
npu aeduiuTe Xe o00pasyeTcsl MOJIOUHAs KHUCIOTa),
TaK M C PSIIOM JIPYTUX METa0O0JMUeCKMX M3MEHEHUIA.
B rpynme cpaBHeHUs Kak y MalMEHTOB ¢ MeTabOJM-
YeCKUM CHHAPOMOM 0e3 TIpU3HAKOB JIWIeTITHYE-

CKOW aKTMBHOCTM, TaK M Y TAIIMEHTOB C HOPMaJIbHBIM
WHJIEKC Macchl Tela W IMUJIeNcuei Takxke Habomancs
BBIXOJI YPOBHSI MOJIOUHOI KUCJIOTHI B Moue 3a pede-
PEHTHBI MHTEPBaJI, HO TOJbKO MO HWXHEN TpaHulle.
CTaTUCTUUYECKUIT aHAIU3 MO KPUTEPUIO ! U KPUTEPUIO
ManHa—YuTHU MeXny BbIOOPKOW TAIIMEHTOB W TPYII-
MO¥i CpaBHEHUSI MOKa3al CTATUCTUYECKU 3HAUMMbIe pa3-
mnyus (p<0,05). KpoMe Toro, nokasaHsl 00jiee BbICOKUE
CpeNHUI U MEeIUWaHHBI YPOBEHb MOJIOYHOUN KUCIIOTHI
B MCCJIeyeMOi BbBIOOpKE NeTell MO CPaBHEHUIO C TpyI-
noit cpaBHeHus (tabn. 2). Takum oOpa3oM, B Tpyrrie
neTeil ¢ anuiencueil Ha GoHe OXUPEeHUsT HAOII0JATUCh
CYyILIECTBEHHbIE METabOIMUYECKHUE HAPYIIEHUS.

VY GonbIIMHCTBA JeTell ¢ anuiierncuein Ha (hoHe OXM-
peHMSI U y JIeTeil TPYIIbl CpaBHEHUST OTMEUYEHO TTOBbI-
LIEHWEe YPOBHS 4-MeTUII-2-0KCOBAJIEPUAHOBOI KUCIIOTHI,
YTO MOXET OBbITb CBSI3AHO C BTOPUYHBIM HApYIIEHHEM
00MeHa aMUHOKUCJIOT y TaKUX OOJbHBIX, aCCOLIMMPOBAH-
HbIM WJIU C META00JIMYECKUM CUHIPOMOM, UJTU C UMMYH-
HBIMU HapyuieHussMu (cM. Taba. 2). CTaTucTUYeCcKuii
aHaJIU3 MO JaHHOMY METa00JIMYECKOMY MapKepy ¢ Mpu-
MEHEHUEM KPUTEpUsl { He BBISIBUJ TOCTOBEPHbBIX Pa3iu-
YWl MEXy TPpYNIou neTeit ¢ anuiencueii Ha oHe oxXu-
peHus1 U Tpynmoi cpaBHeHus (p>0,38), XOTs M3BECTHO,
YTO PsiZi MOHOT€HHBIX HapyllleHWI T 0OMeHa aMUHOKUCIIOT
MOXET TIPOSIBIISITBCS Pa3JIMUHBIMU  BMUJICTITUYECKUMU
cunapomamu [17]. OmHako accoumauust MyJIbTH(MaKTO-
PUAIbHBIX MUJIENTUYECKUX CUHAPOMOB C TAKUMU Hapy-
LIEHUSIMU TTOKA U3yYeHa MaJlo, TOSTOMY AaHHbII BOITPOC
TpedyeT NaibHENIIEro UCCIENOBAHUSI.

VY 3 nmanueHToB OCHOBHOI TPYIIIbI BbISIBJEHO MOBbBI-
LIEHUE YPOBHS (PymMapoBOil KUCIOThI, KOTOpAsl CIIYKUT
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lepesesenues O.A. u coaem. MeTaboJIOMHBIE 1 MOJIEKYJIIPHO-TEHETHYECKIE MaPKEPhI SIMIETICHN Y IeTeil Ha (HOHE OXUPEHMS

Tabauya 2. Cpeanune U MeTaHHbIe YPOBHA META00IMYECKHX MAPKEPOB B UCCJIEyEMbIX IPYNNax
Table 2. Mean and median values of metabolic marker levels in the study groups

IToka3arens Cpennee 3HaYeHne Menmnana Jucnepcus C(;tﬂ;‘;::;e
YpoBeHb MOJIOYHOI KUCIOTHI B MOY€, MMOJIb/MOJIb KpEaTUHUHA
OOJIbHBIE 11,51 297,52 4,62 3,81
rpyImna cpaBHEHUS 4,26 17,25 4,54 1,95
YpoBeHb 4-MeTIII-2-0KCOBaJIEPUAaHOBOM KUCIOTHI B MOYE, MMOJIb/MOJIb KpeaTMHUHA
OOJIbHBIE 0,31 0,255 0,04 0,17
rpyImna cpaBHEHUS 0,27 0,275 0,02 0,04

MeTaboIMIeCKUM MapKepoM LIMKJIa TPUKAPOOHOBBIX KUC-
sot (Kpebca), XoTs1 CpaBHUTEIBHBIN aHAIU3 TI0 KPUTEPUIO
t CTplOIeHTa CpEemHEero 3HAUYeHWs MaHHOTO ITapaMeTpa
B rpyrre 00JbHBIX arwiencueit ¢ oxupeHueM (0,94+0,24
MMOJTb/MOJTb KPeaTUHWHA) OTHOCUTEIBHO TPYIIIBI CpaB-
Henust (0,27%+0,22 mMMoOJIb/MOJIb KpeaTWHWHA) BBISIBUII
ciabble cTaTUCTUYeCKU 3Hauumble ominuust (p=0,053).
B HacTostIiee Bpemst omricaHa TsKesTasi MOHOTEHHAST T1aTo-
JIOTHS, CBSI3aHHAsI ¢ YaCTUYHBIM Je(PUIINTOM (hepMeHTa
1uKJa TpukapooHoBbIX KucaoT (Kpedca) ymapassl (1moJ-
Has OJoKamga maHHOTO (pepMEHTAa HECOBMECTMMA C KW3-
HbBIO), KOTOpasi MPOSIBIISIETCS CYIOPOKHBIM CHUHAPOMOM,
MUKpoledanuei, psaaoM IU3MOpOUUECKUX MPU3HAKOB
U TIPUBOIUT K CMEPTH OOJTBLHBIX B paHHEM AeTcTBe [18].

Y 6 TauMeHTOB BBISIBICHO YBEJIMUYEHHE YPOBHS
2-KeTOryTapoBoil KUCIOTh. CpaBHUTENbHBIN aHaJIN3
MeTomoM Kputepusi ¢ CTbIOfeHTa CpeaHel BEeJTMYUHBI
YpOBHSI JaHHOTO MeTtaboiuta (36,6+9,91 MMOIb/MOJH
KpeaTMHWHA) B TPYIIIe OOJBHBIX TTPOTUB TPYIITBI CpaB-
HeHnust (11,9£1,87 MMoib/MOIb KpeaTUHWHA) TTOKa3all
CTaTUCTUYECKU 3HAUMMBIC Pa3TUIUs MEXTY TaHHBIMU
BbiOopkamu  (p<0,02). CraTUCTUYECKUIl CpPaBHUTEb-
HBI aHalli3 BBIOOPKM IMAIlMEHTOB W TPYIIBI CpaBHE-
HUS 110 JaHHOMY MeTa0oIuTy MeTogoM MaHHa—YUTHU
Takxe BbIIBUI qoctoBepHOe pasnuune (p<0,05). Takum
00pa3oM, NaHHBII MapKep LMKIa TPUKAPOOHOBBIX KUC-
sot (Kpebca) MoxXeT urparb onpeaeeHHYI pojib B 3TH-
oraToreHe3e SMUJIENTUYECKONM aKTUBHOCTU HEWpPOHOB
KOpHBI TOJIOBHOTO Mo3ra. Ho posib HapyIieHuit B JTaHHOM
METa0OJMIECKOM IIMKJIC B 3THOITATOTeHE3¢ STMMICTITHIC-
CKUX CUHAPOMOB Ha (DOHE OXXUPEHMST OCTAETCS HEBBISIC-
HeHHoii. [ToaToMy BOTIPOC yJacTHsi KOMITOHEHTOB ITUKJIa
TpukapooHoBbeIX Kuciaor (KpebGca) B aTMomaroreHese
MeTaboanyeckux (opM STMUIETICUU TpeOyeT AalbHei-
IeTO U3YUCHUS.

Kpome Toro, y psima TAIMEeHTOB C SIWJIETICUCH
Ha (OHe OXUPEHUsT ObLIM BBHISBJICHBI TOBBIIICHHBIE
YPOBHU MapKepOB MUTOXOHIPHATLHON OTUCHYHKIIVH: Y 5
MalMEeHTOB — aJUITMHOBOM KHUCJIOTHI, y 3 — 3THIMAJIO-
HOBOI, y | — MeTUJIsTHTapHOI. B rpyrime cpaBHeHMs Bce
MepevrcaeHHbIe MapKephl MUTOXOHIPUATBHOW TUCHYHK-
MU ObUTM B mMpenenax HOpMbL. CTaTUCTUUECKUN aHa-
JIU3 CPeTHEro 3HAYeHUs aINITMHOBOI KUCJIOTHI B TPYIITTE
OOJIbHBIX 3mujerncueit Ha ¢oHe oxupeHus (2,97%+0,78
MMOJTb/MOJIb KpeaTMHWHA) TIPOTUB TPYIITBI CPaBHEHUS

(1,87£0,39 Mmoab/MOJIb KpeaTMHWHA) HE MoKas3aJl CcTa-
TUCTUYECKU 3HAYMMBbIX pasnuunii (p>0,22). Taxkoir xe
aHajM3, TIPOBEACHHBIN JIT STWUIMAJIOHOBOM KHCIOTHI
(2,79£0,42 mmonb/Monb KpeaTuHUHA TIpoTuB 1,58+0,42
MMOJTb/MOJIb  KpeaTWHMHA, COOTBETCTBEHHO), TOKa3ajl
CTATUCTUYECKU 3HaYMMBbIe pazmnaus (p<0,02).

B Hacrosiee Bpemst yCTaHOBJIEHO, YTO MUTOXOHIPH -
ajbHast TUC(YHKIIMST MOXKET ObITh CJIEICTBUEM STUJIETI-
TUYECKUX TPUCTYIIOB, YBEJIWYUBATH DHEPTETUYECKYIO
MOTPeOHOCTh HEMPOHOB M TIPUBOAUTH K UX Trbenun [19].
OnHako pojib IUChYHKIIMM MUTOXOHIPUI B 3THOMATO-
reHe3e MYJbTH(AKTOPUATbHBIX SIWICITUYECKUX CHH-
JIPOMOB Ha (hOHE OXXUPEHMST OCTAETCSl MAJIO U3yYEHHOI,
MOTOMY HEOOXOIMMBI JajbHEWINNEe MeTabOoJIOMHBIE
U MOJIEKYJISIpHO-TeHeTuUecKue ucciaenopanus [20].

ITonHOPK30MHOE CEKBEHMPOBAHUE y 5 TALMEHTOB
¢ amuterncueit Ha (oHe OXUPEHUsT He BBISIBUJIO IMaTo-
JIOTUYECKN 3HAUYMMBIX MyTauuii. Poib MoJeKyaspHO-
TeHEeTUIECKUX U3MEHEHUI, aCCOLIMMPOBAHHBIX C JaHHOM
naToJIoTueit, TpeOyeT aJbHENIIIeTo U3ydeHus .

3aknovyeHue

Takum 06pa3oM, B TPYIIIE MALIMEHTOB C PA3IMYHBIMU
SMWICITUYECKUMU CUHAPOMAaMU Ha (hOHE OXUPEHMS
BBISIBJICHBI CJIEIYIOIINE HapyIIeHUS TTPOGUIIST OpraHude-
CKHUX KUCJIOT B MOYE:

— y OOJBIIMHCTBA TAIIMEHTOB OTMEYEHBI OTKJIOHEHUS
B MeTaboJM3Me aMUHOKHUCIIOT, UYTO CBS3aHO C TTOBBIIIECH-
HBIMU YPOBHSIMU 4-MeTHJT-2-0KCOBAJIEPUAHOBOM KUCIIOTHI;

— TIOBBIIIEHUE YPOBHS MOJIOYHON KUCIOTBI MOXKET
OBITH CBSI3aHO C Ie(PUIIMTOM JIMTTOEBOI KUCIOTHI;

— y TAlIMEHTOB C TIOBBIIIEHHBIM YPOBHEM (hymMapo-
BOI M 2-KETOTIyTapOBOM KUCJIOT MMEIOTCS HapYIIeHUs
B LIMKJIe TpUKapOoHOBbIX KHcJOT (Kpebca);

— B IpyMIie MalyueHTOB ¢ 3nujierncueil Ha (hoHe OXKHU-
pEeHUsI OTMEYEHO TIPEBhIIIIEHNE COMEPKAHUS B MOUe psina
MeTaboJMIeCKUX MapKepOB, aCCOLIMMPOBAHHBIX C MUTO-
XOHIPUAIHLHON TNC(HYHKIIUEH.

Pe3yabTaThl Halllero MCCeTOBaHUS TIOATBEPXKIAIOT
3HaYeHWe WHIWBHMIYAJTbHOTO TOAXOMA K IWAarHOCTHKE
W JICUCHUIO BMUJIETICUU y neTeil ¢ oxupeHueM. Ocoboe
BHUMaHUE CJeayeT YIeNSATb WCCIeTOBAHWIO MUTOXOH-
JIPUATBHBIX (QYHKIWI U MeTabOIMIeCKUX HapylIeHUI,
TaK KaK OHM OKa3bIBAIOT 3HAYNTEIbHOE BIUSTHUE Ha KITU-
HUYeCKOe TeUeHWe SMUIICTICUM.
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KJIMHUYECKUE CJTYHAU

IIpumeneHne 60TYJOTOKCHHA THIIA A B JiedeHHH peOeHKa ¢ nHGpaBe3nKaIbHOM
00CTpYKIMei MOYEBbIBOAAIIMX IMyTei
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Use of botulotoxine type A in the treatment of a child with infravesical obstruction
of the urinary tract

E.N. Vrublevskaya’?, M.M. Khanov', A.A. Oganisyan’, A.S. Vrublevskiy', F.O. Turov’,
R.Yu. Valiev', S.G. Vrublevskiy'~?

"Voyno-Yasenetsky Scientific and Practical Center of Specialized Medical Care for Children, Moscow, Russia;
2Pirogov Russian National Research Medical University, Moscow, Russia

Haubosee yacToit npuunHoil HH(PaBE3UKAIbHOI 00CTPYKIMH Y JeTeil CIyKUT KianaH 3aaHeil yperpol. He menee 30% nauueHToB
C 9THM JMArHO30M K MEePHO/LY IOJOBOT0 CO3PEBAHMS CTAIKMBAIOTCS C MPOrPeCCMPOBAHMEM XPOHUYECKON 00JI€3HH MOYEK U AWIATA -
yeil BEPXHUX MOYeBbIX myTeil. C HaMOOIbIIeil BePOSATHOCTBIO NPUYMHOM MEePeYHCIEHHBIX OCJIOKHEHHI CIYKUT BHYTPHYTPOOHAs
ypeTpajibHasi 00CTPYKIIMs, BJUSIOMAs HA PAa3BUTHE BCEro MoueBoro Tpakra. Co0.1o/ieH1e ajJropuTMOB TMATHOCTUKH U JIeYeHHS CTIO-
COOHO MPUBECTH K YMEHBIIEHHIO YHCJIAa OCI0KHEHUIA B IAHHON IpyIIe JeTeil  MOBBILIEHHI0 KAYeCTBA HX JKU3HHU.

Llesb coOO0mEHNs: MILTIOCTPALMS YCIEMHOT0 KOMIIEKCHOTO M 9TAMHOTO JIeYeHHs NAIMEHTA C KJIANAHOM 3a/IHeil ypeTpbl ¢ IpuMeHe-
HHEeM XeMO/IeHePBALMH JETPY30Pa MOUEBOTO My3bIpS.

Marepuan u metoabl. IIpeacTaBien KIMHUYECKHIA CIydail JiedeHUsl NANMEHTA 2 JIeT ¢ KJIANAHOM 3a/iHeil ypeTpbl C JIATEHTHBIM Teye-
HUeM MH(EKIMOHHOTO MPOoIecca, MOJYIYMBIIEr0 XUPYPrUIeCKyI0 OMOIIb C IPUMEHEeHHeM BHYTPUIIPOCBETHBIX SHIOXHPYPrHYecKuX
MEeTO/I0B, ONIePATHBHBIX BMEIIATEILCTB C MCIOJIb30BAHHEM OTKPHITHIX TPAJAUIMOHHBIX CIIOCOO0B KOPPEKIMHU €3 y4eTa BO3PACTHDIX,
AHATOMMYECKHMX U NATO(H3HOJIOTHIECKUX 0COOEHHOCTEl MOYEBBIX MyTeil. DTOT MOAX0/ NPUBEJ K PA3BUTHIO XPOHUYECKOIi 00J1€3HH
noyek III craaum, 4To MOTPEGOBAJIO LIMTEIBHON MOC/EIYIOMEH PeadHIMTAIIMM ¥ TPEAONEePANMOHHON KOPPEKIMH BO3ZHUKIIMX
OCJIO}KHEHMIA € 1eJIbI0 OATOTOBKH K MOBTOPHOMY Pa/IMKAJIbHOMY YCTPAHEHHIO HAPYIIeHUHl 1epUBALMI MOYM U BOCCTAHOBJIEHHIO YPO-
JHMHAMMKA MOYEBbIX MyTei.

Pesynbratsl. PeGeHKy nocJie aTanHoii xeMo1eHepBal1u JeTPY30pa MOYEBOT0 y3bIPsi 00TYJIOTOKCHHOM TUINA A MPOBEIEHO yCTenHoe
XUPYpPruyeckoe jeyeHue ¢ NpuMeHeHHneM KOMOMHIPOBAHHOTO SHI0OXHPYPriu4eCKOro J0CTYNA ¢ BHEMY3bIPHOU MOOWIN3AIMii MOYETOY-
HHUKOB C JIBYX CTOPOH H KJIACCHYECKOT0 KOPPEKTHOro (hOPMHPOBAHUS YPETEPOIMCTOAHACTOMO3a 0 MeToauKe Kosna. B katamuese
0TMeYaeTCs 3HAYMTEIbHOE YIyYlIeHHe NMaccazka MOYM N0 MOYEBBIBOASIIMM MYTAM, KYNUPOBaHHe MH(EKIIMOHHOr0 NMpolecca, CTadu-
JIM3a0us NapaMeTPoB a30TUCTOr0 0OMEHA U CKOPOCTH KITy00uKOBO# husbTpanum.

3akimouenue. JIorucTMKA M XMPYPruyecKoe JeuyeHne TAKOro CJI0KHOTO MOPOKA PA3BUTHS, KAK KJIANIAH 3a/IHeil YPeTpPbl BCEra N0KHbI
BBICTPAMBATHCS C y4€TOM BO3PACTHOI AHATOMHMH U OCOOEHHOCTEN MATOJIOrMYeCKMX U3MEeHEeHHUil IJIs IOCTIKEHHUS XKeJIaeMOi 1eJIu.

Karoueevte caosa: demu, kaanaw 3a0neil ypempol, xeMoOeHep8ayus 0empy3opa, UHPPaAe3uKanrbHas 00cmpyKyus, 60my10moKcun.

Ans untuposanuns: Bpybnesckas E.H., XaHos M.M.,OraHucsH A.A., Bpy6nesckuii A.C., Typos @.0., Bannes P.lO.,Bpy6nesckuii C.I". lNpu-
MeHeHue BGOTy/IOTOKCUHA Tuna A B nedyeHun pebeHka ¢ MHGpaBe3ukaabHOM 06CTPYKLUMEr MOYEBbIBOAALMX MyTel. Poc BECTH nepuHaTosl
v neauarp 2025; 70:(2/2): 53-59. DOI: 10.21508/1027-4065-2025-70-2-53-59

The most common cause of infravesical obstruction in children is the posterior urethral valve. At least a third of patients with this
diagnosis by puberty face the progression of chronic kidney disease and dilation of the upper urinary tract. The most likely cause
of the listed complications is intrauterine urethral obstruction, which affects the development of the entire urinary tract. Compliance
with diagnostic and treatment algorithms can lead to a decrease in complications in this group of children and an increase in their
quality of life.

The report aims to illustrate the successful comprehensive and staged treatment of a patient with a posterior urethral valve using
chemodenevation of the bladder detrusor.

Materials and methods. A clinical case of the treatment of a 2-year-old patient with a posterior urethral valve and a subclinical infec-
tious process is presented. The patient received surgical care using intraluminal endosurgical methods and surgical interventions with
open traditional correction methods, without taking into account the age, anatomical, and pathophysiological features of the urinary
tract. These errors subsequently led to the development of chronic kidney disease stage 3. Moving forward, the child required rehabil-
itation and preoperative correction of complications to prepare for the repeated radical elimination of urinary diversion disorders and
the restoration of urinary tract urodynamics.

Results. The child underwent successful surgical treatment using a combined endosurgical approach after staged chemodenervation
of the bladder detrusor with Botulinum toxin type A. This included extravesical mobilization of the ureters on both sides and the classic
correct formation of ureterocystoanastomosis according to the Cohen method. In the 1.5-year follow-up, a significant improvement
in the urine passage through the urinary tract, relief of the infectious process, stabilization of nitrogen metabolism parameters, and
glomerular filtration rate are noted.

Conclusion. Logistics and surgical treatment of such a complex developmental defect as the posterior urethral valve should always be
built taking into account the age-specific anatomy and the characteristics of pathological changes in order to achieve the desired goal.
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Ha COBPEMEHHOM 3Tare OKa3aHUs MeIUIMHCKOMN
MOMOIIM JETSIM C YPOJOTMYECKOW MaToJoruei
BECTU peyb O MOBCEMECTHOM U KOMIIETEHTHOM JICUeHUU
MaIMeHTOB ¢ MH(ppaBe3UKaIbHOI 0OCTPYKIIEH HEe Mpe-
cTaBJsieTcsl BO3MOXHBIM. [lomuac mpuumHa 3akimova-
€TCs B HECBOEBPEMEHHOI TMarHOCTUKE JAHHOTO TOpOKa,
HECMOTpPSI Ha BO3MOKHOCTHU TIPEHATAJIbHOTO YJIbTPa3BY-
KOBOTO CKaHWPOBaHMSI, HECOOIOACHNUN TIOCJIEI0BaTEIb-
HOTO ajropuTMa oOCJeIOBaHMSI U JICUSHUS TallMeHTOB
C Y4eTOM Pa3HOOOpa3ust KIMHUYECKHUX MPOSIBIIEHUH 3200~
sneBaHus. HemoolieHKa TsDKeCTH MOBPEXISHUST MOYEBOTO
TpakTa B psifie CllydaeB NMPUBOIUT K HEOJIAronpusiTHbIM
UCcXoaM C pPa3BUTUEM XPOHMYECKON OOJIE3HU TTOYeK
1 XPOHNYECKOI MOYEUHOM HETOCTATOUHOCTHU.

HauGonee wuyactoii mpuuuHOil MH(pPaBEe3UKaILHON
OOCTpYKLIMM B TIeAMATPUUECKON TPaKTHUKE CIyXKaT Kila-
MaHbl 3a7Hel ypeTpbl. Tpy aHATOMUYECKUX THUTA KJlarlaHa
3amHel ypeTpsl, BriepBbie onvcanHbie u 1919 r. Hugh Ham-
plton Young, jieriu B OCHOBY MCIOJIb3yeMOI 10 HACTOSI-
1Iero BpeMeHM Kiaccudukaimu: I Tum — KianaH Jjoka-
JIN3yeTcsl HWXKE CEMEHHOro Oyropka M MMEEeT CTBOPKH
yanreoopasHoii opmsr; 11 TUIT TIpencTaBieH cKiiagkaMu,
WIOYIIAMA OT CEMEHHOro Oyropka K IIIeiiKe MOYEeBOIO
My3bIps, W, KaK MPaBWIO, He MPENITCTBYeT ToKy Moun; 111
TUM — KJIaTlaHbl, UMEIOIIME BUJI TTOTIEPeYHON nradparmbl,
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PACITOJIOKEHHOM BBIIIE WM HIKE CEMEHHOTrOo Oyropka
[1, 2]. B xiimHMYeCcKoOI1 MpakTHKe HanboJee YacTo BCTpeya-
ercst | Tun kiaraHoB 3anHel yperpsl, pexe — [11 tum.

ITo maHHBIM OTHMX aBTOPOB, PACIPOCTPAHEHHOCTh
KJaraHa 3anHeil yperpbol coctasisier 1 Ha 5000—8000
HOBOPOXJIEHHBIX MAJTbUUKOB, MO IPYTUM JAHHBIM — 3Ta
mudpa gocturaer 1 Ha 50 000 [3—5]. BapuabenbHOCTH
CTATUCTUYECKMUX TTOKa3aTesieil TTONTBEPXKIAeT ITUarHO-
CTUYECKUE TPYAHOCTH BepU(UKALIMU TATOJOTHYECKOTO
COCTOSTHMSI.

Y HOBOPOXIEHHBIX M JeTell TpyaHOTro BO3pacTa
WHOpaBe3nKaabHass 0OCTPYKIIUST TIPOSIBISIETCST C TIEPBBIX
CYTOK XKM3HM OTCYTCTBUEM WJIM HapylleHWEeM CaMOCTO-
SITEIbHBIX MoOdYencIyckaHuii. OmHaKoO AMArHOCTUPOBA-
HUe KJlarnaHa 3aJHel ypeTphwl y meTeil 1o 1 Mec XXU3HU
npoucxonut B 42% ciydaeB, a 10 roja Xu3Hu — B 33%
ciayyaeB [6]. OCOXHEHUSIMU NEepUBALIMA MOYU SIBJISI-
J0TCS pa3HOOOpa3HbIe BAPUAHTHI OOCTPYKTUBHBIX ypoTia-
THIA, KaK CIeACTBUE — WH(MEKINS MOUYEBBIICTUTEIBHOMN
CHUCTEMBI, HapylleHWe a30THUCTOrO0 OOMeHa C pa3BUTHEM
XPOHUYECKOI O0JIE3HN TToUeK, TPeOYIOIIEel B TTOCTEAYIO-
IeM 3aMeCTUTEeJIbHOU Tepanuu [7—14].

VYuurteiBasi matomMopdoreHe3, MOXHO KOHCTaTHPO-
BaTh, YTO BHYTPUYTPOOHAsT OOCTPYKIIUST HA YPOBHE YPETPI
BIUsET Ha (hOPMUPOBAHHME BCETO MOYEBOTO TpakTa. Tak,
CEKIIMOHHBIE TUCTOJIOTMUECKUE WCCIICIOBAHMUSI, BBITIOJ-
HEHHBIEe Y TIIONOB € KJIANaHOM 3aJHell ypeTphl, CBUIE-
TEBCTBYIOT O THUIEPTPODUU IETPY30pa MOUYEBOTO TTY3bIPSI
C TIOCNIENYIOIIMM pPa3BUTUEM B HEM CKIEPOTHUYECKHMX
n3MeHeHuit. [ToBbIIEHHOE BHYTPUITY3BIDHOE JaBJIEHHE
MPUBOANUT K HApYIIEHUIO aganTallMOHHOM CITOCOOHOCTH
BEPXHUX MOYEBBIX IyTeil BCIIEACTBUE YEro pa3BUBAETCS
TOT WJIV MHOM BapyaHT OOCTPYKTUBHOM ypOTIaTUM € 3aWH-
TEPECOBAHHOCTHIO YPETEPOBE3UKAIBHOTO COYCThSI, W TUC-
TJ1a3Usl TIOYEYHOM TKaHU, OTpeNesisionast TPpOorHo3 Teue-
HUS TIaTOJIOTMYECKOTO Tpoliecca [15].

B KkayecTBe KIMHMYECKOTO TIpUMepa TMPUBOIUM
HUCTOPUIO 0OJIE3HU MaJbuMKa, BIEpBbIE MOCTYIHUBIIETO
Ha obOclienoBaHue M JjedeHre B HaydHo-TipakTHUeCKuMii
LIEHTp CHeIUaTU3UPOBAaHHON MEIUIIMHCKON TOMOIIN
netsm uMm. B.®D. BoiiHo-SceHenikoro B Bo3pacre 1 roga
1 mec.

W3 aHamMHe3a M3BECTHO, YTO B CBSI3U C JIMYHBIMU
yOeXKIEHUSIMU POIUTENE yIbTPa3ByKOBON CKPUHUHT
Tiona BeITIoJiHeH BriepBble B III TpuMecTpe m muarHo-
CTUPOBAH JBYCTOPOHHUIA ypereporuapoHedpos. Pac-
IIAPEHNE TMPOCTATHUECKOTO OTaeja YpeTpbhl He ObIIo
BU3YaJIM3UPOBAHO, TAKOW BasKHBIN YIBTPa3BYKOBOI TTPU-
3HAaK KaK «3aMOYHasi CKBaXKMHa» TaKKe He ObLT TIepBOHA-
YaJbHO OTpeIesIeH.

IMocne poxneHns peGeHOK MepeBefeH B OTAeJeHNe
MaTOJIOTUM HOBOPOXIEHHBIX OTHOTO M3 pernoHoB P®d
Ha 3-1 CYTKM XU3HU, TJe B CBSI3M C KamleJIbHBIM OMTOPOXK-
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Bpybaesckas E.H. u coaem. TIpumeHeHne O0TYIOTOKCUHA TUTIA A B JIeYeHUHN peOeHKa ¢ MH(DpaBe3UKaTbHOI 00CTPYKIIMel MOUEBBIBOASILMX MTyTEi

HEHUEM MOYEBOTO MYy3bIPS BBIMOJHEHO IpeHUpOBaHUE
MocJieAHer0 ypeTpaibHbiM KaterepoM. [lo pesynbTa-
TaM TIOCTHATaJIbHOTO YJIBTPAa3ByKOBOTO WCCIIEIOBaHUS
OTMEUajJoCh YBEJIMUEHUE JIMHEHHBIX pa3MepoB IOYEK
C UCTOHYEHHMEM MapeHXUMBI 10 6 MM W HapylleHUeM
KOPTUKO-MEIYJUIIPHOM TudhepeHIIMPOBKH, TTOJIOCTHAST
cucTemMa modek Obl1a pacimpeHa g0 20 MM cripaBa u 24
MM CJIeBa, Yallleyku BcexX rpymni — ot 7 1o 13 MM, Moye-
TOYHUKU Ha TIPOTSDKEHUUW — OT 6,5 MM B HUKHEH TpeTH
110 9 MM B TIPUJIOXaHOYHOM OT/EJIE.

B GuoxmnmumueckoMm aHaiaM3a KpoBU pedeHKa ¢ poKIe-
HUST OTMEYaJIoCh HapyIlIeHUe a30TUCTOTO 0OMEHa C TTOBbI-
IIEHWEeM yOaHsI MOYEBUHBI 10 7,9 MMoJIb/ (TIpU HOpME
mo 6,3 MMOJB/T), U KpeaTWHWHa 10 126 MKMOJb/I
(ripu HopMe 110 110 Mkmouib/n). T1o TaHHBIM BBITIOJHEH-
Hoi1 Ha 14-e cyTKU XU3HU LucToyperporpaduu (puc. 1)
OTMEUeHbl 3HAYUTEIbHOE pPACIIMpPEHUE 3aaHEl YpeTphl
nramMeTpom 1o 3 cM, (eCTOHYATOCTh KOHTYpa MOYE€BOTO
ITy3bIpsl TIPY COXpaHEHWHU ero 00beMa M 3BaKyaTOPHOM
(pyHKLIMU, TTY3BIPHO-MOYETOYHUKOBBIN pehIIOKC CITpaBa
U clieBa He Bu3yanu3upoBaics. [lo HacTosero BpeMeHu
MUKIIMOHHAS IIUCTOYpETPOrpaduss ocTaeTcss OCHOBHBIM
HCClieIOBaHWEM B TIEPBUYHOM TUArHOCTMKE KJjlalaHa
3aHel ypeTphl, naBas MpencTaBieHre O (yHKIIMOHATb-
HOM M aHAaTOMMYECKOM CTPOCHUM HUXHUX MOYEBBIX
MyTell, W TIpU3HaHa OOS3aTeNIbHBIM TUArHOCTHUECKUM
METOZOM C TIOCJIENYIOIIUM TOCTPOEHUEM KOPPEKTHOTO
aJITOpUTMa JIeUeHUS TTallMeHTOB.

Hecmotpss Ha JApeHUpOBaHUE MOYEBOTO TTY3BIPS
M BOCCTaHOBJIECHHME OTTOKAa MOYM TpW auypese 4,5 mi
Ha Kr/4 (macca Teyna pebeHka 4 Kr), y pebeHKa Hapac-
TaJo paclIMpeHre BEPXHUX MOYEBBIX MyTel 1, KaK CJe/-
CTBUE, JIMHEWHBIX pa3MepoB movek. [To JaHHBIM ITUHA-
MHMUYECKOTO YJIBTPa3ByKOBOTO CKPUHMHTA OTMEYEHO
MOSIBJIEHNE HEOAHOPOIHOTO COJAEPXKMMOIO B TTOJIOCTHOM
cHUCTeME, YTO KOCBEHHO CBUIETEILCTBOBAJIO O MaHU(De-
CTallMy BOCTIAJIMTEILHOTO Mpoliecca U ObUIO MOATBEPXK-
JIEHO pe3ybTaTaMH UCCIeTOBaHUST KPOBU, MPU KOTOPOM
BBbISIBJIEHBI MOBbILIEHUE KOHIIEHTpalun C-peakTUBHOTO
Oenka u neiikonuTo3s. [1pu aToM B 00IIIeM aHaIU3e MOYH
HEe OTMEYeHO W3MEHEHMI BOCIAJIUTENIBHOTO XapaK-
Tepa, TOCEB MOYU CTepujieH. BbuoxmmMuyeckue TMoKa-
3aTeJId KPOBM HE WMMENW TEHACHLIMU K VYIYYIICHUIO,
HapacTajy MapKepbl HapylleHUsl a30TUCTOro OOMeHa,
YPOBEHb MOYEBMHBI TIOBBIIIAJICS MaKCUMalbHO 1O 17
MMOJIb/JI, KpeaTWHUHa 10 236 MKMOJb/J, pacuyeTHasI
CKOPOCTbh KIIyOOUKOBOI (prIbTpalluiu cocTaBiisia ot 11,4
10 28 mi/mun/1,73 M2,

Ha 16-e cyTtku XusHuU peOGEeHKY BBITTOJIHEHO TIep-
BOE OTEpaTHBHOE BMEIIATEIbCTBO — TpaHCypeTpab-
Hasl pe3eKlMsl KJlaraHa 3aaHeil ypeTphl. YpeTpalbHbIi
Karetep ObUT ymajeH Ha 10-e CyTKM Mociie orepaiuu,
1 pebEeHOK MepeBeieH Ha CaMOCTOSITETbHOE MOYEUCITY-
ckaHue. B mocieonepallmOHHOM MepuoIe OTMEYAIUCh
MacCHBHasl JIEMKOLUTYPHS, TTPOTEUHYPUST, OAKTEPUYPUSI,
YTO MOTPeOOBANIO aHTUOAKTepUATbHON U MH(MY3MOHHOM
Tepanmi C YYEeTOM YYBCTBUTEIBHOCTU TOCEBOB OMO-
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Jjornyeckux cpel. B Bo3pacte 1 Mec MmaiMeHT BBITTUCAH
U3 cTalMoHapa Ha (oHe CTabMIM3aluKu J1abopaTOPHBIX
nokazarejieit. [1o mTaHHBIM yJIbTPa3BYKOBOTO MCCIIEI0BA-
HUSI, COKpAILeHUST TToKa3aTeJieil BEPXHUX MOUYEBBIX MTyTeit
He OTMEYEeHO, MOYETOYHUKH C 00EMX CTOPOH C TEHAEH-
IMelt K HapacTaHWIO pacIIpeHns 6€3 OTYETIMBOM TIEpH-
CTaJTbTUKH.

B nocnenytoniue 5 mec pebeHOK HEOTHOKPATHO TTPO-
XOIWJI CTAlIMOHAPHOE JIeUeHKWE B TIeMMaTPUIECKUX OTIe-
JIEHUSIX B CBSI3U ¢ (heOPMIIBHBIMU MHMPEKITUSIMU MOUYEBBIX
myteit. OgHAKO JOOUTHCST CaHALIMU MOYU U HOpMali3a-
MU KIMHUYECKUX TToKa3aTesieii KpOBU He yHaBaloCh,
XapakTep MOYEUCITYCKAHUSI He OLEHWBAJCS, OOIINiA
Iype3 ObUT ameKBaTeH BOMHOM Harpys3Ke, COXpaHSUIUCh
HapyIlIeHUsT a30THUCTOrO0 OOMeHa, pacyeTHas CKOpPOCTh
KkJ1yboukoBoii dhunbTpaiuu cocrasisia 91 miu/mun/1,73
M2 B Bospacre 5 Mec Ha (hOHE HEINpepPLIBHO PELUIN-
BUPYIOIIETO THeIOHe(hpUTa OBUIO TIPUHSTO pelIeHHE
0 JIPEHMPOBAHUU TIOJOCTHOM CHCTEMBI TOYEK IMyTeM
HaJIOXXEeHUsI TyHKIIMOHHBIX He(MPOCTOM M TTOBTOPHOM
BBITTOJTHEHUW TPAHCYPETPAbHON pPe3eKIUM KJlaraHa
3aIHe ypeTphl B CBSI3U C HApYIIEHUEM JepUBALIMI MOYM.
Ha 2-e cyTku mocie omepanuu ApeHUpYOIIas cucreMa
cIpaBa yfaJieHa B CBSI3M € 3aTPyAHEHHUEM Maccaka MOYH.
ITo maHHBIM YIBTPA3BYKOBOTO CKPUHMHTA B TMHAMUKE
OTMEUYEHO HapacTaHWe pACIIUPEHUsT KOJUIEKTOPHOM
CHCTEMBl TIOYKM M MOYETOUHMKA CITpaBa, TMOCIETHUIA
JIaMeTpoM 110 2 ¢cM, OOeqHEeHMe TOIKAICYJIbHOTO KPo-
BoToKa. MccrenoBaHue BBITIOHEHO TP 00ObeMe Move-
Boro my3bips 20 mi. JaHHble 00 3pheKTMBHOM 00beMe
MOJIOTO OpraHa, HAIMYWKU OCTAaTOYHON MOYU OTCYTCTBO-
Bamu. CuTyanus paclieHeHa Kak cTabuiIbHast U He TpeOy-
folllasi TOBTOPHOTO APEHUPOBAHUS IO MOMEHTA BBITIOJ-
HEHUsI paIuKaJTbHOW XUPYPTUIECKOM KOPPEKITUH.

Puc. 1. Ilucroyperporpamma nanuenta K., B Bo3pacre 14 queid.
Fig. 1. Cystourethrogram of patient K., aged 14 days.




B Bospacte 7 mMec Ha (OHEe «HEYCTOMUMBOIN» KIW-
HUKO-71a00paTOPHON PEMUCCUM BBHITIOJTHEHO ONepaTHB-
HOE BMENIATEIbCTBO — YPETEePOHEOIMCTOMMITIAHTAIIUST
¢ IByX CTOPOH 10 MeTonrke KoaHa Ha cTeHTax ¢ HaJjloxe-
HMEM MyHKIIMOHHOW IIMCTOCTOMBI, TAK KaK MHTpaorepa-
IIMOHHO HE YIaJoCh YCTAHOBWTH YPETPaJbHBIN KaTteTep.
IMocneonepallMOHHBIM TIEPUOA OCTOKHUIICS HapyIIeHUEM
OTTOKa MOYM IO IUCTOCTOME ¢ (DOPMUPOBAHMEM MOYE-
BOTO 3aTeKa. B CBSI3U ¢ 3TUM MO 9KCTPEHHBIM TTOKA3aHUSM
Ha 7-€ CyTKM TI0CJIe OTlepaliiy BhITIOJTHEHA IIUCTOCKOTIHS,
BU3YaJTU3UPOBAH JIOXKHBIN XOI B MPOCTATUYECKOM OT/ENe
VYPETPBI, BOCCTAHOBIIEH YpeTpaJbHBIN KareTep, IUCTO-
CTOMMYECKHI ApeHaxX ymajeH. PeGeHOK BBIMTUCAH JTOMO
Ha 21-e CyTKM 1ocjie peKOHCTPYKTUBHOM OTepalviu.

UYepes 6 mHel mocie BRIMUCKU (27-€ TTocieorepaiy-
OHHBIE CYTKM) PeOEHOK ITOBTOPHO TOCTIUTAIM3UPOBAH
B XMPYPTrUYECKMil CTallMOHAp B CBS3U C TOATEKaHUEM
MOYM M3 yIVIa TOCJIeOIepalloHHON obiactu. BwImo-
HeHa WMUCTOCKOMMSI, CTEHTHl yHalleHbl, BOCCTAHOBJICH
ypeTpaibHblii Katetep. Ha 35-e mocieomnepalimoHHbIE
CYTKU TIPW TOCIUTAM3ALUM C XajobaMKM Ha BbIIese-
HUE MOYM M3 00JIacTH, paHee c(hOPMUPOBAHHOM IIUCTO-
CTOMBI, TMallMeHTy TipoBeaeHa (ucrtynorpadus (puc. 2)
Y IUAarHOCTMPOBAH CBUII MOYEBOTO MY3bIPS U MYy3BIPHO-
MOYETOYHUKOBBII pedIIioKe cripasa.

B Bospacrte 9 mec, uepes 1,5 Mec 1ocjie peKOHCTPYK-
TUBHOM OTIepaliuy, BBIMIOJHEHO MCCEYEHHWE CBUIIEBOTO
xoma, a eme 4yepe3 10 mHe#, Tociie TpeaBapUTEIBHO
MPOBEIEHHOW aHTerpajHoi Tuenoraduu, yaajieHa

HedpocTtoma cieBa. Yepe3 5 mHell MOBTOPHO TOCIIHUTA-
JIM3UPOBAH C XajobaMU Ha CHIDKEHUE TUypes3a, Haudue
BBIPaKEHHOTO OTeKa HaJJIOHHOU obnactu. 1o pesynb-

Puc. 2. ®ucrynorpamma nammenta K. B mocieonepanuoHHoM
nepuoze B Bo3pacre 7,5 mec.

Fig. 2. Fistulography of patient K., in the postoperative period at
the age of 7.5 months.

KJINMHUYECKUE CJTYHAU

TataM OOCJIeIOBaHMSI TMarHOCTUPOBAH MOYEBOM 3aTeK
U TIPOBEZICHO IMTOBTOPHOE OTIepaTUBHOE TTOCOOUE C PEBU-
3Uel OKOJIOMY3bIPHOTO TIPOCTPAHCTBA, UCCEUEHNE CBUIIA
MOYEBOTO TTy3bIPsI, HAJIOXKEHUEM ITyHKIIMOHHOMN IIUCTO-
CTOMBI M TIOCTEOYIOMNUM (HOopMUpOBaHUE HEPPOCTOMBI
cJieBa M ypeTepoIMeIOCTOMBI CIIpaBa.

Takum obGpa3zom, pebeHOK TepeHec 3a 3,5 Mmec 8
MOCJIENOBATEILHBIX OIepalluii B CBA3M C OCIOXHEH-
HbIM TEeUYeHHWEM XUPYPrUYecKOro BMeIaTebCTBa.
B Bospacte 1 roma 1 mec (B aBrycre 2021 r.) mMajnb-
YUK TOCHUTATU3UPOBAH B XUPYPruyecKoe OTAEIeHHE
HayuyHo-mpakTH4ecKOTo IIeHTpa CHelraaIu3upoBaH-
HOU momomu aetssM. Ha MOMeHT mocTyrieHus pebe-
HOK SBJISICST HOCUTEJeM 4 CHUCTeM IpeHUPOBAHUS
MOUEBBIX TTyTel: ypeTpadbHbIil KaTeTep, IMCTOCTOMM-
yeckuit ApeHax u aBe HeppocToMbl. OCHOBHOM Hallei
1eJabo Oblla HEeoOXOAMMOCTh C(hOPMUPOBATH ajro-
PUTM 0OCIIeNOBaHUS C TOCJEAYIoNeid 000CHOBAaHHOM
XUPYPIrUIECKOM TAKTUKOM JIeYeHUS.

BBeneHue KUAKOCTM B  ypeTpalbHBI  KaTeTep
WA UHUCTOCTOMMYECKUI JpeHaX COMPOBOXIAIOCH €e
MOMEHTAJIbHBIM MCTeUeHUEM Yepe3 IUPOKUI CBUILIEBOM
X0, 00beM MOYEBOTO ITy3bIpSI OTCYTCTBOBa. IIpoxo-
JIMMOCTb MOYEBBIX MyTeil Ha YpOBHE ypeTepOBE3UKaTb-
HOTO COYCThSl clieBa oOTcyTcTBoBama. [lo pesyiabTatam
paHee TPOBEJACHHOTO HCCIEIOBAHUSI CIpaBa OIpele-
JISUICSL TTy3bIPHO-MOUYETOUYHUKOBBIM pedIIIOKC BBICOKOM
crerienu. Ilocie crabuiam3anuy 1abopaTopHbIX MoKa3a-
TeJeil, KOppeKUMU HapylIeHUH KUCIOTHO-IIEIOYHOTO
COCTOSTHUSI M a30TMCTOTO OOMEHa IMalueHT ObUI TOATOo-
TOBJIEH K BBHITIOJIHEHUIO IMCTOYPETPOCKOIMU C IIETbIO
OLIEHKX aHATOMUYECKOTO COCTOSTHUSI HVKHUX MOYEBBIX
MyTei, TOMBITKM BU3yaJU3alliM HEOYCThEeB M 3aMeHe
He(hPOCTOM B aCENTUYECKUX YCIOBUSIX.

ITpu BBITTOJTHEHUM WCCIETOBAHUS TIOJYYeHBI CIIEIy-
folllMe TaHHbBIE: CIU3KMCTast 000JI0YKa ypeTphl 06e3 BOC-
MaJIUTETbHBIX M3MEHEHUI; B MPOCTATMYECKOM OTIee
OTMEYAEeTCs CJIENO 3aKaHYMBAIOIIUNCS JIOXKHBIM XOII
MPOTSKEHHOCThIO OKoJio 0,5 ¢cM, ceMeHHOUl Oyropok
otcyTeTByeT (puc. 3). Llucrtockonuueckuii ocMOTp 00b-
eKTUBHO 3aTpyIHEH OTCYTCTBHEM OO0beMa MOYEBOTO
My3bIpsi, He TMPEBHIIIAIONIETO pa3Mepa (HUKCHPYIOIIETO
6amnona katerepa Poiesa (5 mi). OTMedaeTcs BbIpa-
JKEHHAsT TpabeKyJISIpHOCTh CTEHKM ITy3bIpsi, MOCTYITHast
BU3yaIU3allui CIU3KNCTast OYJIe3HO M PYyOIIOBO M3Me-
HeHa, YCThsl He yaaeTcs JomupoBaTh. Yepes IIUCTOCTO-
MHMUYECKOe OTBEPCTHE 3aBelleHa HUTh, MO Hell YCTaHOB-
JieH ypetpanbHbiii KaTetep ®ostes NelO. Ha oGmactb
LIMCTOCTOMUYECKOTO OTBEPCTUSI HaJIOKeHa JIaBsIast
MOBSI3KA — «IMWJIOT». BEITIOJIHEHA TOCIEI0BATEIBHO
«1IBETOBasT» TIPoba ¢ ABYX CTOPOH, MPOXOANMOCTHA HEOY-
CThSI CJIeBa He TOJYYeHO, YETKOM BU3yaqu3allid YCThS
crpaBa He TTOJy4eHoO.

C 1enblo pesakcaluy IeTpy30pa U BOCCTAHOBJICHUS
€MKOCTH MOYEBOTO Ty3bIpsI peOEHKY Ha3HaueHa KOM-
MJIEKCHasl Tepamnus, BKIoyammas M-XOIUHOIUTUKA
(oxkcuOyTUHUH),  (GU3UOTEpANIEeBTUUECKOE  JIEUEHUE.

POCCUCKWI BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2025; 70:(2/2)

56

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2025; 70:(2/2)



Bpybaesckas E.H. u coaem. TIpumeHeHne O0TYIOTOKCUHA TUTIA A B JIeYeHUHN peOeHKa ¢ MH(DpaBe3UKaTbHOI 00CTPYKIIMel MOUEBBIBOASILMX MTyTEi

Ha ¢doHe maHHOI Tepanuu yBeJIW4eHUE €eMKOCTH MOYe-
BOTO ITy3bIpsi He TIOJYYeHO, B CBSA3U C 4YeM TIPUHSITO
pellleHre 0 XeMOJIeHepBallus MOYEBOTO My3bIPsT OOTYJIO-
TOKCHMHOM THIIa A.

IlepBast nmeHepBalusi mpoBeneHa B Hosiope 2021 r.
B Bo3pacte 1 ron 4 mec. O6beM BBOIMMOIO OOTYJIOTOK-
cuHa tina A coctaBwi 25 eauHull u3 20 BKOJOB CeK-
TopajibHO. BTopoii sTam XxeMomeHepBallMM TPOBEICH
yepe3 9 mec B aBrycte 2022 r. IlpeaBapureabHO Talu-
€HTY BBITIOJIHEHO WCCIeIOBaHNE PUTMa CITOHTAHHBIX
MOYEMCIYCKaHUM ¢ OLIEHKOM CpeaHEN CKOPOCTU MOTOKa
Mo4H. MaJbuMK MOYMJICS KaXKIbI Yac, pa3oBast TOPLIUST
cocTaBjisia OT 38 1o 42 MJI, CpemHsIsl CKOPOCTh MOYEH -
CIycKaHUs He mpeBbIiiana 4,5 MJ1/c, 110 JTaHHBIM YJIbTpa-
3BYKOBOTO MCCIIEAOBAHWS, MAKCUMAJIbHBINA 3apeTUCTPU-
POBaHHBIN 00BEM MOYEBOTO ITy3bIps cocTaBusl 30 MIT.
JlenepBanus BeitoiaHeHa 50 eqMHUIIAMU OOTYJIOTOKCMHA
tima A n3 25 BKoj0B. [10 mJaHHBIM MPOTOKOJIA SHIOXM -
PYPTrMYeCKOro BMeEIIATeIbCTBA OTMEUYEHO BU3yaJlbHOE
YBEJIMUEHNE E€MKOCTH MOYEBOTO TY3BIPSI C COXpaHSIO-
meiicst TpabeKyISIPHOCTBIO CTEHKU M MHOKECTBOM TICEB-
JIONUBEPTUKYJIOB. Bo BpeMs Jieue6GHO-IMarHOCTUIECKON
MPOLEAYPhl YIAJIOCh BHU3yaJuU3UpOBaTh IpaBOE YCThe
U TIPEIITPUHSTD MOMBITKY CTEHTUPOBAHUST MOYETOYHHMKA
C 1IeJTBIO OTKA3aThCs OT CUCTEMBI HApY>KHOTO IPeHUPOBa-
Hust. OmHaKO HeymayHble He(pPOCTOMUU He TMO3BOJIMIN
HaM TIpeoaoJieTh Ae(hOPMUPOBAHHBINA, PUTUIHBINA MHe-
JIOypeTepabHBIil CETMEHT. YpPeTpalbHBI KaTeTep ObLT
yIajgeH Ha 5-e CyTKH TOocjIe onepaiuu.

CaMocTogTelbHOE MOYEHUCITyCKaHHe Y pebeHKa BOCCTa-
HOBMJIOCh, 00BEM OCTATOYHOM Mouu nocTurai 52%. B cBsi3u
C HEBO3MOXKHOCTBIO KaTeTepHM3allui 4Yepe3 eCTECTBEHHBIE
ITyTH BBITIOJTHSITIOCH O0YJeHMe MallMeHTa K PesKUMY MPUHY-
JTUTETTLHOTO OTIOPOKHEHMSI MOYEBOTO TTY3BIPSI.

3a mepuon 6-MecSIYHOro amOyJaTOPHOTO AWHAMU-
YyecKoro HaosoneHus GeOpuIbHbIX MHOEKIUN y Taim-
eHTa He otMeyeHo. C yuyeToM CTPYKTYpPHBIX HapyIIeHUA
MOYEBBIX TyTeil TpoAoKeHa KOHCepBaTMBHAs 3HEpP-
TOTPOMHAs Tepanmus W TpoduIaKTUYecKass Teparust
C WCITOJIb30BAaHUEM YPOCETITUKOB U MHTUOUTOPOB aHTH-
OTEeH3MHITpeBpalialonero GepMeHTa, Tak Kak peOeHOK
SIBJISIICST HOCUTEJIEM HapY>KHBIX CHUCTEM JPEHUPOBAHUS
U TIO pe3yibTaTaM IIBETOBOW JOoMIIeporpaduu oTMme-
yajioch MoBbIIeHUEe UHAeKca pe3ucTeHTHOCTU (IR)
Ha MHTpanapeHXMMaTO3HBIX COCYIaX MOYEK C IBYX CTO-
pon go 0,72—0,74. HedpocTtoma cmpaBa exXeIHEBHO
nepeKpbiBajiach IS BOCCO3JAaHUSI €CTECTBEHHOTO ITac-
caxka MOYM BO M30eKaHHME «CyXOTO MOYEBOTO ITy3bIPS».

Yepes 6 Mec TIpyM [UIAHOBOM TOCTUTAIU3ALIMU
peObeHKy TMpoBeneHo oO0cjenoBaHUE, BKIIIOYaBIIEe
LIUCTOYpeTporpaduio, B XoAe KOTOPON ObIT TUarHOCTHU-
pOBaH Ty3BIPHO-MOUYETOYHHMKOBBIN pediioke 5-if cTe-
MeHU crpaBa, W yJIbTPa3ByKOBOE MCCIeIOBAHNE C OLIEH-
KON TJITAaHMMETPUUYECKUX Pa3MepPOB IMOYEK, CTPYKTYPBI
MapeHXUMbI M1 KPOBOTOKA B HEl, pe3epByapHOIi M 9BaKy-
aTOPHOM (PYHKIIMKM MOYEBOTO TTy3bIpsi. BeImoHeHa 1a60-
paTopHasi OTUAarHOCTMKAa C OTpelnejieHueM pasie/bHON

Puc. 3. Yperpockomus manbunka K., 1 roa 1 Mec, J0xKHbIIi X0

YpeTpsl.
Fig. 3. Urethroscopy of boy K., 1 year 1 month, false urethral

passage.

KOHIIEHTPALIMOHHOM (DYHKIIMU TIOYEK, KOTOpasi COOT-
BercTBoBasa 1005—1010, oueHeHBI MoKas3aTeau KpPOBU
C pacvyeToM CKOPOCTH KIIyOOUKOBOIM (PMIIbTpAllUM, KOTO-
past 1to popmyite IIBapua cocraBuia 39 mu/mun/1,73 M2,

C yuyeToMm Bo3pacTa malnpeHTa 2,5 roma, MoJOXUTeb-
HOTO OTBETa Ha paHee TMPOBEIECHHbBIE XeMOIEeHEPBALIUN
JIETPY30pa, YBEIMIUBIINX 00BEM MOYEBOTO ITy3bIps 10 50
MJI, TIPUHSTO pPellieHre O BBIMTOJHEHUN JMarHOCTHYECKOM
LIMCTOCKOITAH C LIEJTBIO TIOJyYeHUST BU3YaTbHBIX KpUTEPUEB
OLIEHKM COCTOSTHUSI MOYEBOTO ITy3bIPSI 1 OMHOMOMEHTHOTO
BBITIOJTHEHUST TPEThETO BSTara JAeHEepPBallMM B TPOTOKOJIE
MPEIOTePalIMOHHOM TTOATOTOBKU K paIuKaTbHOM KOPPeK-
. Bo Bpemst uccienoBaHus B MPOCTATUYECKOM YacTh
YpeTphl CIpaBa ObUT BU3YaJM3UPOBAH JIOXKHBINA XOI TIIy-
ouHoit 3—5 MmM. Cnusucrast 000104Ka MOYEBOTO ITy3bIpST
OJeTHO-po30Bast 6e3 TIPU3HAKOB BOCHAJICHUSI, PYOILIOBO
M3MeHeHa, OTpeelSTICh MHOXECTBEHHBIE TICEBIOINBED-
TUKYJIBI, TPaOEKYJISIPHOCTh C TEHACHIMEN K CHIKEHUIO.
Heoycthe mpaBoro Mo4yeTouHMKa HaxXOIUJIOCh Ha OOKO-
BOI CTeHKe Ha 9 4 ycjoBHOro 1mgepbiata, ObIJIO OKpY-
SKEHO pYOLIOBBIMM TSDKAMU, 3USITIO, He TTePecTaIbTHPOBAIIO.
B oGmactu tpeyronpHuKa JIbeTTO MMETNCh BBIpaXKeHHbBIC
pyoroBele u3MeHeHUs. JleBoe ycThe He OOHapy:KeHO.
W3 Tpex BKOJIOB B 00JIaCTH HEOYCThSI ITPABOTO MOYETOYHUKA
BBITIOJIHEHA €ro 3HIOoIUIacTiKa rpenaparam ypoaeke (0,5
MJI, YIUTBIBast 5-s1 CTereHb pedirokca). 3aTeM BbITIOJTHEHA
XeMOJIEHepBaL¥s IeTPy30pa C UCTIOTh30BaHUEM OOTY TMHU -
yeckoro TokcuHa 50 enyauil u3 50 BKoJIoB o | enquHUIIEe
Ha BKOJI ceKTopasibHO. 1o KOHTpoJieM 3peHMs TI0 CTpyHe
BOCCTaHOBJIEH YpeTpaJIbHBIM KaTeTep.

TMonyyeHHBIE pe3yabTaThl OOCIEAOBAHUSI Al HaM
HaZeXXIy Ha BO3MOXHOCTb BBITTOJTHEHUST PEKOHCTPYKTUB-
HOW orepanyu, HarpaBJIeHHOW Ha yCTpaHEHUE BCEX paHee
BO3BHMKIIINX OCJOXKHEHWII W BOCCTAHOBJICHWE aHATOMU-
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YeCKOM IIeJIOCTHOCTH MOYEeBBIX ImyTeit. C yueToM coxpa-
Hsttolerocs:  3((EeKTUBHOTO JIEWCTBUS  OOTYJIOTOKCHMHA
ornepaTHBHOE BMEIIATETLCTBO B 00bEME YPETEPOHEOLINCTO-
VMITIAHTAllUA C BUICO3HIOCKOITMIECKUM acCUCTUPOBA-
HKMEM OBLTO BBITIOJTHEHO Yepe3 6 MeC B TUTAHOBOM TTOPSIIKE.
Onepalyst BHIMOTHSUIACH JIAMAPOCKOITMYECKIM JTOCTYIIOM
Yyepe3 Tpoakapbl quametpoMm 5 u 3 mm. [lpu BeIZeIeHNM
MOUETOUHHUKOB B 3a0pIOLIMHHOM TPOCTPAHCTBE ONpere-
JISICSL TPYOBIii pyOLIOBBIN TTporiecc. MOYeTOUHUKM ObUTA
MOOMJIM30BaHBI Ha BCEM MPOTSTKEHUM, TIPU MOOMIM3a-
MM obOpalaTM BHUMaHUE WX PUTHIHOCTh W YTOJIIICHHE
CTeHOK. JImaMeTp JIeBOTO MOYETOYHWKAa B JUCTATLHOM
OTIesIe COCTaBWI 5—7 MM, B cpemHeil Tpetn — 10 1,5 cM;
MpaBblii MOYETOUHMK ObLT paciiMpeH o | c¢M 1o Bcei
nvHe. BbImosiHeH KoXHbIN paspe3 Han JjoHoM 1o [lda-
HeHmTmo. [lomnexanme TKaHW OBLIM PYOIIOBO M3Me-
HEHBI, CTPYKTYpHAsT aHATOMUSI MX HapylleHa, XaoTHYHbIe
MBIIIIEYHbIE BOJIOKA TIOTHO CHastHbI CO CTEHKOI MOYEBOTO
my3bIpst. TIpy BCKPBITMM MOUYEBOTO My3bIPS OTMEYATUCh
TUMEePTPOMUS MBIIIEYHOTO CIIOSI, U3MEHEHUsI CIIU3UCTOMN
000JIOYKHM TIO TUITY «OyJIbIKHOM MOCTOBOI». MOYETOUHUKHN
ObUIM BBIIEJIEHBI OKTPaIy3bIpHO, TIEpEeBSI3aHbl Y MecTa
BIMAJIcHUs] B MOYEBOW Ty3bIpb, OTCEYEHBI, TepeMelIeHBI
B IOJIOCTh MOUYEBOTO TTY3bIPs Yepe3 KOHTparepTyphl. mnHa
TTOJICTU3MCTOTO TOHHENST coctaBmiia 0,5 cM B ¢BsI3U ¢ nedu-
LIUTOM JIJTUHBI MOYETOYHMKA, TapayljieIbHO MEXMOUYETOU-
HHMKOBOW CKJIA[Ke B TeJie MOYEBOTO IMy3BIPSI C MOCIEIYIO-
IIUM €ro TiepeMellicHUeM U OKCTPaITy3bIpHON (bUKcarmei
IIBYMST Y3JIOBBIMU IIIBaMU K AeTpy3opy. [loacavsucTbrit
TOHHEJb JIJISI TIPAaBOTO MOYETOYHMKA ObUT c(hopMHUpOBaH
MapajieIbHO Ha YpOBHE MEXMOUYETOUHMKOBOW CKIIaIKU
IIMHHOM 1,5 cM. MOYeTOYHUKY MHTYOMPOBaHbI CTEHTAMU
Double-J-crenT 4.0 Ch. TkaHU MOCIOHHO YIIUTBI, MOYE-
BOI1 TTy3bIpb KaTeTePU3NPOBAH.

B nocneonepaiinoHHOM miepuone peOeHOK MoJryda
MHOY3UOHHYIO, aHTUOAKTEPUAIBHYIO TEparuio B Tede-
Hue 7 nHeil. CTpaXOBOUYHBINM ApeHaX ymajeH Ha 4-e
CyTKM, HedpocTOMa cjieBa yaajaeHa Ha 7-€ CYTKU TMociie
omepalnvu, ypeTpadbHBIA KaTeTep — Ha 8-¢ CYTKH,
HedpocToMa cripaBa — Ha 9-e cytku. [lo JaHHBIM yiib-
TPa3ByKOBOTO MCCIIE[IOBaHUS TIpU 0ObeMe MOYEBOTO
my3bipst 47 MJI JIOIUPOBAINCH MOYETOYHWMKM, PaCII-
pEHHBIE Ha BCEM MPOTSIKEHWU, ¢ KOPPEKTHO PacIoyio-
KEHHBIMM  cTeHTaMU. CaMOCTOSITeIbHOE aaeKBaTHOE
MOYeHCITyCKaHWe BOCCTaHOBIeHO. [1o JaHHBIM YIbTpa-
3BYKOBOTO CKPWHHWHTA TMOYEK B TMHAMUKE HapacTaHUe
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TaK M OINTUMAaJbHbIN Bo3pacTHOU Tiepuoxa. [lombiTka
panvKaJlbHOW XMPYPTUYECKOW Orepaluu y JaHHOTO
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Single-stage laparoscopic pyeloplasty and nephropexy in a 14-year-old child
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T'unponedpos y nereii — xopomo u3yyeHnoe 3a00/ieBaHie C TOYKH 3PEHUS] ITHONATOreHe3a, MeTOI0JIOTHH 00CJIeJ0BAHUS U CIIO-
c000B XMPYPruyecKoii Koppekuuu. B npakTuke AeTCKOro ypoJiora-aHipoJiora He UCKJIIOYEHbI CUTYAllH, B KOTOPBIX MATOJOTHYE-
CKHii MpoLece BbI3BAH HE OIHUM, 2 HECKOJbKHMHU ITHOJIOTHYECKUMH (hakTopaMu. B TakHMX ciiyyasix ajJroputM AMATHOCTHKH MOXKET
OBbITh PACHIMPEH, 2 TAKTUKA XUPYPrHYECKOTO JieYeHHsI MEHSIETCS B 3aBUCMMOCTH OT MOJIyYeHHbIX HOBBIX TAHHbIX.

Ieab coodumenus. /leMoHCTPaNKs aIrOpUTMA TMATHOCTHYECKOrO MOUCKA ¢ BeprudHKanueil Mar1o3a u mocJeayonero yCrnemHoro
O/IHOITANHOT0 KOMOMHMUPOBAHHOIO XUPYPrHYECKOTO JieYeHHs MALMEHTKH ¢ ruapoHedpo3oM crpasa, 00yCJI0BIEHHOTO a0eppaHTHBIM
COCYJIOM B COYETAHMHU C HehPONTO30M.

Marepuansl u MeTobl. B KauecTBe KIMHMYECKOrO HAOJIIOAEHUS PEICTABJIEHA UCTOPUsl 00J1e3HH 1eBOYKH 14 JIeT ¢ coyeTaHHOi
naTosiorueii — HeponTo3oM U ruapoHedpo30OM CJieBa, BHI3BAHHBIM JO0ABOYHBIM HIKHENOJSPHBIM cocynoM. Ha nporsmkenun
2 JeT KJIMHUYECKHMHU NPOSIBJIEHUSAMH 3200/1eBaHus ObLIN PelAMBUPYIOLIME I0JIOBHbIE 00 1 00JIb B MOSICHUYHOM 00J1aCTH CJIeBa,
VISl KYNIMPOBAHUS KOTOPBIX MAIMEHTKA PEryjisipHO NMPUHAMAJIA HECTEPOUIHbIE NMPOTHBOBOCIAIMTE/IbHBIE mpenapatbl. HecmoTps
HA THNHYHbIE 1151 THAPOHe(PO3a Pe3yIbTaThl HHCTPYMEHTAJIBHOTO 00C/IeJOBAHMS, AJITOPUTM ObLI PACIIMPEH B CBS3U C 0COOEHHO-
CTAMH KJIMHUYECKOi KAPTHHbI, KOTOPasi BKJIIOYAJIA FOJIOBHbIE 00JIM, 00JIM B MOSICHHUIIE U SNM30/IbI NOBBIIEHNS APTEPUAILHOTO IAB-
Jenus. Ilo pe3ynbraTam 10N0JIHUTEILHOTO 00CIeJ0BAHMS ObLIA BbISIBIEHA COYETAHHAS NaToJI0rMs — HedponTo3 u ruaponHedpozom
caeBa. B cBsi3u ¢ 3THM PeOeHKY BbINOJHEHA O/IHOMOMEHTHAS JIANAPOCKONMYECKAsl AHTEBA3AJIbHAS NMHEJIOIIACTUKA ¢ HepponeKkcHeii.
Pe3ynbTaToM omepaTHBHOIO JiedeHHs1 CTAJI0 KyMMPOBaHHEe 00JIEBOr0 CHHAPOMA — OTCYTCTBHE K100 HA roJIOBHbIE 00U U 001
B NMOSICHUYHOM 00JaCTH, HOPMAJIU3AIMS APTEPUAIIBHOTO AaBJIEHHs], BOCCTAHOBJIEHNE YPOAMHAMMKH, MOATBEPKIEHHOE HHCTPYMEH-
TAJbHBIMH METO/IAMH, COKpPAIlleHHe PA3MEPOB KOJIJIEKTOPHO# CHCTEMbI NOYKHU U YMEHbILIEHHE €€ MOBIKHOCTH IPU OPTONpose.
3akmouenne. OHOMOMEHTHYIO JIANAPOCKONMYECKYIO He()PONEKCHIO M PA30OIIAIOIIYIO MHEIOMIACTHKY MOXKHO CYUTATD Onepanueit
BbIOOpa npu HedponTo3e, COYETAIOMIUMCS C JO0OABOYHBIM HIKHENOISPHBIM cocyaoM nouku. IIpu codmmoaennn anropurMa BbInoJ-
HEeHHS IAHHOTO ONEePATUBHOTO JIeYeHHUs U OCJIeONePAIMOHHOrO BEIEHHUS YI0BJIETBOPUTEIbHDII Pe3yJbTAaT HauboIee BePOsiTEH.

Karoueswte caosa: demu, neghponmos, eudpornehpos, Heghponekcusi, nueason1acmuka, 1anapocKonus.

Ansa untupoBaHns: XaHoB M.M., Bpybnesckuii A.C., Bpybnesckasi E.H., OraHucsiH A.A., Measeaes A.U., Typos ®.0., P.lO. Banves, Bpy-
6nesckuii C.I. OOHOMOMEHTHas 1anapockonuyeckas nuesnornaactTuka u Hegpponekcus y peberHka 14 net. Poc BeCTH nepuHaTon v neavarp
2025; 70:(2/2): 60-64. DOI: 10.21508/1027-4065-2025-70-2 (4.2)-60-64

Introduction. Hydronephrosis in children is a well-studied disease in terms of etiopathogenesis, examination methodology and sur-
gical methods. In the practice of a pediatric urologist-andrologist, it is challenging to exclude multifactorial pathological processes
that are caused by multi etiologies. In such cases, the diagnostic algorithm can be expanded, and the tactics of surgical treatment
changes depending on the new data obtained. The purpose of the report is to demonstrate the algorithm of diagnostic approaches with
diagnosis verification and subsequent successful one-stage combined surgical treatment of patient with hydronephrosis on the right,
caused by an aberrant vessel in combination with nephroptosis.

Materials and methods. On the basis of clinical observation, the case history of a 14-year-old girl with a combined pathology — nephro-
ptosis and hydronephrosis on the left, caused by an additional lower polar vessel, is presented. For two years, clinical manifestations
of the disease were recurrent headaches and pain in the lumbar region on the left, for pain relief the patient regularly took non-steroidal
anti-inflammatory drugs (NSAIDs). Despite, the typical results of the instrumental examination for hydronephrosis, the algorithm was
expanded, due to the peculiarities of the clinical picture, which included headaches, lower back pain, and episodes of increased blood
pressure. As a result of additional examination, a combined pathology was detected — nephroptosis on the left. Based on the results,
the child underwent one-stage laparoscopic antevasal pyeloplasty with nephropexy. The result of the surgical treatment was the relief
of pain syndrome — the complaints of headaches and pain in the lumbar region disappeared, normalization of blood pressure figures, res-
toration of urodynamics, by the results of instrumental investigations it was confirmed a reduction in the size of the renal collecting system
and a decrease in its mobility during orthostatic testing. Conclusions. One-stage laparoscopic nephropexy and isolating pyeloplasty can
be considered the operation of choice for nephroptosis combined with an additional lower polar renal vessel. If the algorithm for per-
forming this surgical treatment and postoperative management is followed, a satisfactory result is most likely achieved.

Key words: children, nephroptosis, hydronephrosis, nephropexy, pyeloplasty, laparoscopy.
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Xanos M.M. u coaem. OmHOMOMEHTHasI JJarapocKomJeckas ImuesioriacTuka u Heporekcus y pedeHka 14 et

nnpoHedpo3 y aeTeil — XOpOoIIo U3y4eHHasl MaToJio-

TSI C TOUKW 3PEHMSI ITaToreHe3a, MeTOI0JIOTUN 00cCIe-
JIOBaHUSI U CMIOCOOOB XUPYypruueckon Koppekimu. OmHoi
U3 TIPUYMH HapyIIeHUsI OTTOKA MOYU B O0JIACTU TTUENIOY-
peTepaIbHOr0 CerMeHTa MOXKET ObITh J00aBOYHBIN (abep-
PaHTHBI HWKHETIONSIPHBIM COCyl), Ha JOJI0 KOTOPOTO
npuxoautcs 1o 18,5% obcTpykimii naHHoi obmactu [ 1, 2].

INaTonornyeckast MOABUXKHOCTD MOUYKU B TeAMATPU-
YeCKOM MpakTuke cocTtaBisieT 4,7% ciydaeB B CTPYyK-
Type JETCKOW YpOJOTUYECKOW MaToJOTMU, U 3TO CBSI-
3aHO C OCOOEHHOCTSIMM MEXaHU3MOB (PUKCAIIUU TTOUKH,
B KOTOPOM MPUHUMAIOT yyacTue KaK CBSI30YHBIN arma-
paT, TaK M XOpOIIIo pa3BuTas rapaHedpaibHasl KieTdyaTka
[3, 4]. TIpenHaMepeHHOE CHMXXEHHME MacChl Tejia ¢ pey-
LUPOBAaHNEM OKOJIOTTIOYEYHON KIEeTYATKU, OECKOHTPOJIb-
HOE 3aHSITHE CUJIOBBIMU Y MPBIKKOBBIMU BUAAMU CTIOPTA
B MOJIPOCTKOBOM BO3pacTe MOTYT CITPOBOLIMPOBATH JaH-
HBII maTtojiormyeckuii mpoiecc. CraTuCTMKa CBUE-
TeJIbCTBYET, 4TO 67,5% ciydaeB OMArHOCTMPOBAHHOTO
HedpoIrTo3a mpuxoguTcss Ha Bo3pacT 11—-14 ner [3, 4].
INaTonorus yare BcTpedaeTcsl y JIMII KEHCKOTO TIoJja.
OTCcyTCTBUE CTaHIAPTU3MPOBAHHOIO TMPOTOKOJIA HCCIIe-
JIOBaHUS Y TIAIIMEHTOB C TOBBIIIEHHOW TOABMKHOCTHIO
MOYKHU TUKTYET HEOOXOIMMOCTD YIEIsITh 0CO00e BHUMA-
HUE OlIEHKE reMO- U YPOIUHAMUKY TTOYKM [4—7].

Ilo mMepe ocCBOeHMSI 3HIOBUIEOXUPYPTUYECKON TeX-
HUKU OTIEpaTUBHOTO JICYEHHsI, COMIPOBOXKIAIOIIICHCS MaJIO
TpaBMaTU3allMeN TKaHEW Ha 3HAYUTETbHOMN TUIOIIAAUN OTle-
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pPaTUBHOTO MHTEpeca, CTAJIO BO3MOXKHBIM OTHOMOMEHTHOE
000CHOBAaHHOE BBITIOJIHEHNE CUMYJIBTAHHBIX OIepalnii
MPY YKa3aHHBIX MTaTOJIOTUYECKUX COCTOSTHUSIX [8—13].

Lenb mpenctaBaeHUsS KIMHUYECKOTO CITydast: JeMOH-
CTpalys aJropuTMa IUarHOCTHYECKOTO TMOKMCKa ¢ BEpH-
(uKanmeit TMarHo3a 1 Mmocjaeayonero yCrelurHoro OJHO-
3TAITHOTO KOMOMHUPOBAHHOTO XUPYPrUUeCKOTO JIeUeHUS
MAlMEeHTKN ¢ TUAPOHE(DPO30M CIIpaBa, 00YCIOBIEHHOTO
aGeppaHTHBIM COCYIOM B COYETAHUM C HE(POTITO30M.

Knununyecknii cayyail. B kayecTBe KJIMHMYECKOTO
HaOJI0IeHUS TIpEICTaBIsIEM UCTOPUIO OOJIE3HN TeBOUKH
A., 14 ner (poct 170 cMm, macca Tena 52 Kr) Ha (oHe
LIeJIEHATIPaBJICHHOTO CHUWKEHMST MacChl Tejia, HaxXo-
IUBIIEHCS Ha JICYEHWU B XUPYPTUUECKOM OTIEICHUU
Hay4yHo-TipakTH4ecKoro LeHTpa Crelaan3upoBaHHOI
MEIULIMHCKON momMoln netsM uMm. B.dD. Boitno-fce-
HelKoro B okTsiope 2023 T.

W3 aHaMHe3a M3BeCTHO, 4YTO B Bo3pacTe 1 roma
y pebeHKa BIepBble TMAaTHOCTUPOBAHbI U3MEHEHUSI B aHa-
JI3aX MOYM BOCTIAJIUTEIBHOTO XapaKTepa, paclieHEHHBIE
Kak ¢dedpwibHasa nHdexkus. [ocne KynupoBaHMs BOC-
MaJIMTETILHOTO TIpoliecca ITPOBeICHO 00CIeI0BaHIE B 00b-
eMe CKPUHWHTOBOTO YJIBTPa3BYKOBOTO HCCIIEIOBAHUS,
B XOJIe KOTOPOTO BU3yaJM3UpOBaHa MUETOIKTA3MST CIIpaBa
1o 18 MM Oe3 yBeTMueHMs pa3MepOB YallleuyeK U MCTOHYE-
HUS apeHxuMbl. [1pu mucroypetporpacdum cieBa BbISIB-
JIEH Ty3bIPHO-MOYETOYHUKOBBIN pediiokc 1-il cTerneHm.
B nmanpHeiiiieM MPOBOAMIOCH KOHCEpBATUBHOE JieUueHUE
C UCTIOJIb30BAaHUEM YPOCETITUKOB, SHEPTOTPOITHON Tepa-
MUY U (GU3NOTEParieBTUYECKUX METOIOB.

B nuHaMuKe oTMeUeHO COKpallleHHe TNTaHUMETpUYe-
CKHMX pa3MepoB JOXaHKHU cIipaBa n10 11 MM 6e3 Hapyte-
HUST CTPYKTYPBI, TOJIIMHBI M KPOBOTOKA B TAapeHXUME.
W3MmeHeHMsT B KIIMHUYECKUX aHajlnW3aX MOYU OTCYT-
CTBOBAJIM, U C YETHIPEXJIETHETO BO3pacTa MPUCTATbHOE
HabJTIoIeHe 3a COCTOSTHUEM TTOYKM OBLTO MpeKpalieHo.

C 12 net neBoyka craja MepuoInYecKU KajloBaThCs
Ha TOJOBHbIe OOJM M OOJM B TOSICHUYHOI oOJacTu
crpaBa. PebeHOK 00cienoBaH HEBPOJIOTOM, BBITIOJIHEHA
MarHUTHO-Pe30HAaHCHasI TOMOTrpadust TOJJOBHOTO MO3Ta,
He BbISBUBIINAs maTtojoruu. [lo pesyabTataM TOHOME-
TPUU BBISIBIIEHBI 3MU30/bI MOBBIIIEHUS apTepUaTbHOTO
napieHus 1o 139/77 MM pT.cT., B CBS3M C 4eM peOeHOK
MOJyJajql TUIOTEH3UBHYIO Tepamnuilo WHTUOUTOpAMK
AHTUOTEH3WHITpEBpaIIaloniero hepMeHTa ¢ KpaTKOBpe-
MeHHBIM 3(ddekToM. B KomIieke ucciaenoBaHuii ObLIO
BKJTIIOYEHO YJIBTPa3ByKOBOE WCCIIeAOBaHWe, IO JaH-
HBIM KOTOPOTO OMNpPEAEsSIICh paclIupeHre TOJIOCT-
HOI CHCTEeMBI IMTOYKU A0 32 MM, YBeJIUYEeHUE BCEX TPYITIT
yameyek A0 14 MM, y4acTKM MCTOHYEHUS TapeHXUMBI
10 9—14 mMm. C menbio BepudrKany IMarHo3a o MecTy
SKUTEIbCTBA PeOEHKY BBHITIOJIHEHA KOMIThIOTEpHAs! TOMO-
rpadust ¢ KOHTPaCTUPOBAaHUEM U HePPOCLMHTUTpaDUsT
JUTSL OLIEHKU COCTOSTHUSI YPOOAWHAMUKW W pacueTa rep-
(GY3MOHHOTO MHAEKCA C LEeJbI0 onpeaesieHusT (QyHKIINO0-
HaJIBHBIX Pe3ePBHBIX BO3MOXKHOCTEN MOYKU U TITYOMHBI
ee TopaXkKeHMUsI MaToJI0TUUeCKUM TipolieccoM (puc. 1).
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Puc. 1. KomnbloTepHasi Tomorpacdusi ¢ BHyTPHBEHHBIM KOHTPACTHPOBAHNEM.
a — 3KckpeTopHas ¢a3a; 6 — 3D-pekoHCTpYKIHS.
Fig. 1. Computed tomography with intravenous contrast.

a — excretory phase; 6 — 3D reconstruction.

H3oTomHOe wWccliefoBaHe TONTBEPIUIO HaJINUNe
OOCTPYKTMBHOTO THUTIA KPUBOiA, TTepdy3UMOHHBIN MHAEKC
(MHIEKC MHTErpaJbHOTO 3axBaTa) ciieBa cocTaBul 67%,
cripaBa 33%. KommbloTepHasi Tomorpacusi MO3BOIWIA
MOJIYYUTh TIOJHYIO MH(bOPMaIio 00 aHTHOApXUTEKTO-
HUKEe TIOYeK, BU3yaJM3UpPOBaTh J0OABOYHBIN HUXKHETO-
JIIPHBIN COCYH CMpaBa, OLIEHUTb COCTOSTHUU TTOYEYHOM
MMapeHXUMBbI 1 YallleYHO-JIOXaHOUHOM CUCTEMEI (pucC. 2).

Jns omepaTUBHOTO JieueHUsI peOEHOK OB TOCIH-
TaJU3UPOBaH B XHMpypruueckoe otaejeHne HaydHo-
MPAaKTUYECKOTO 1LIEHTpa CIeINaTu3UPOBAHHON MOMOIIN
neraMm M. B.®D. Boitno-fcenenkoro. YunreiBasg aHam-
He3 3a00JIeBaHMs, JaHHbIE paHee MPOBEIECHHBIX MCCIIe-
MIOBAaHWI, a TakKe yKa3aHWe Ha CHWXEHUE MacChl
Tena pebeHKa 3a MocieqHue 6 Mec, MBI IleJieHaIpaB-
JICHHO BBIMIOJHWINA  YJIbTPa3BYKOBOE HCCIIeOBaHUE
MOYeK C OIEHKON TeMOAMHAMMUYECKUX ITOKa3aTesei.
ITpn olleHKe CKOPOCTHBIX XapaKTepUCTUK Ha OCHOBHBIX
1 MHTparapeHXUMAaTO3HBIX COCYIaxX MOYKHU CIIpaBa ObLTN
BBISIBJIEHBI Pe3YyJIbTaThl, 3aCTaBUBIIME HAC TPOJOIKUTH
JMUarHOCTUYECKUI TMOMCK B HAIpaBJIEHUM COYETaHHOM
MTaTOJIOTMH, TAKOM KaK He(pOITOo3.

IMpn MOAUTIO3UIIMOHHOM YJIbTPa3BYKOBOM MCCIIEIO-
BaHUU OTMEYAIOCh U3MEHEHHE OCH TTOYKH C €€ BHYTPEeH-
Hell poTaleil U onyleHreM HIDKHEN TpaHMIIbI TToJTioca
ClipaBa Ha BBICOTY 2 TeJl MO3BOHKOB. I[lpu ILIBETOBOM
JIOTITIJIEPOBCKOM KapTMPOBAHUW WHAEKC PE3MCTEHTHO-
CTU Ha MEXIOJIEBBIX apTepusix crpasa coctaBua 0,63,
MaKCHUMaJlbHasl JIMHEHass CKOPOCTh B TOPU3OHTATEHOM
MOJIOXXEHUM Ha MarucTpaiabHbIX cocymax — 111 cm/c.
ITo HWXHEMY KOHTYpY JIOXaHKHU JIOUMPOBAJCS a00a-
BOYHBIN (HVDKHETIOJNSIPHBIN) COCYIl € apTepHabHBbIM
TUTIOM KPOBOTOKA, U CKOPOCTHIO TMHEMHOTO KPOBOTOKA
58 cm/c. Tlpu BepTuMKanM3allMy WHIEKC PE3UCTEHTHO-
CTU Ha MEXIOJIEBBIX apTepUsIX He M3MEHMJICS U COCTa-
But 0,62, MakcUMasbHast TMHETHAst CKOPOCTh IO CTBOJTY

Puc. 2. KomnbiorepHas Tomorpagusi ¢ BHyTPUBEHHbIM KOHTpA-
cTtupoBanneM, 3D-pekoHCTpyKIms, cocymucTas ¢asza (cTpekoit
BbIIEJIeH 20ePPAHTHBII COCY/] K HIDKHEMY NOJIIOCY TPABOii OYKe).
Fig. 2. Computed tomography with intravenous contrast, 3D
reconstruction, vascular phase (the aberrant vessel to the lower
pole of the right kidney is highlighted by the arrow).

MovyevyHoii aprepun — 82 cMm/c, Ha J0OABOUHOM COCYyIe —
48 cm/c. CTpyKTYpHBIX W3MEHEHU JIeBOM TTOYKHU
He BBISIBIIEHO. B OMOXMMHWYECKOM aHanM3e KPOBM IMOKa-
3aTeIM a30TUCTOTO OOMeHa B TIpejesiax HOPMBI: MOYe-
BuHa 4,5 MMoJIb/J, KpeaTUHWUH 54,4 MKMOJIb/J, CKO-
POCTh KIIyOOUKOBOI (pusbTpaumy mo dpopmyie Schwarz
155,2 ma/mMuH. DKCKpeTopHast yporpadusi moaTBepania
Hanuuue Hedponrosa (puc. 3). CobuparenbHasi cucteMa
MpaBoii MOYKM ObLJIa paclliMpeHa, B KJIMHOCTa3e BU3ya-
JIN3UPOBAJICSI MOYETOUHUK B TIPOKCHMAJIIBHOM OTIEJeE,
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Xanos M.M. u coaem. OmHOMOMEHTHasI JJarapocKomJeckas ImuesioriacTuka u Heporekcus y pedeHka 14 et

B OpTOCTa3e TpaBasi TMOYKa CMeIlaeTcsl B KayJdaJbHOM
HampaBJIeHUN Ha BLICOTY 2 TeJI TTO3BOHKOB, MOYETOUYHHNK
He BU3YyaJU3UpyeTCs Ha BCEM MPOTSKEHUH.

C y4eToM JIaHHBIX 00CENOBaHUS TIPUHSTO pelleHue
O BBITIOJTHEHUU PeOEHKY OMHOMOMEHTHOM JIaITapoCKOM-
yeckoil muesoriactuku mo Hynes—Anderson u Hedpo-
MEeKCUM ¢ MPUMEHEHUEM CUHTeTH4YecKol ceTku. Omepa-
LIMIO BBITTOTHSIIA B MOJIOKEHUH TTAlIEeHTA JieXKa Ha JIEeBOM
o0oky. Ilpy peBm3nm oOHapy:XKeHBI aO0eppaHTHBIA COCYII
U TIOBBIILIEHHAst MOOWJIBHOCTh TTOUKU. 1o 3amHeit moBepx-
HOCTU TIOYKM B 3a0pIOIIMHHOM TPOCTPAHCTBE CO3MaH
TOHHENTb, B KOTODPBIN 3aBeleHa CHHTETHUYECKas CeTKa.
IMouka uKcupoBaHa B «raMake» y BEpXHEro IOJIOCA,
JIOTIOJTHUTENIBHO CeTKa (PUKCUpOBaHA K TTOSICHUYHOMI
MBIIIIE W Karcyjie TOYKU Y HIDKHETO Tojioca. BTopbiM

aTanoM Oblia BBITTOJTHEHA aHTeBa3abHasI IMHEJIOTIacTHKA
no Hynes—Anderson ¢ ucnojb30BaHMEM YHUBEpPCAIb-
HOTO CTE€HTa BHYTPEHHEro ApeHupoBaHus 22—28 cm, 4,5
Ch (puc. 4). IlocneonepallMOHHBII MEepUO MpPOTEKA
0e3 ocimoxHeHnit. JleBouka Tonydasia o0e300MBaHUE,
WH(DY3NOHHYIO M aHTUOAKTepUATbHYIO Tepaliio B Teue-
HUe 3 cyT. YpeTpalbHBbII KaTeTep ObUT ymajeH Ha 6-¢
rocieonepaloHHble CyTKU. [1o TaHHBIM KOHTPOJIBLHOTO
VIBTPa3BYKOBOTO MCCIIEAOBAHUS, TIPU3HAKOB OOCTPYKIIMHI
BEPXHUX MOYEBBIBOISIIINX ITyTeil HET, B OOIIEM aHaJIM3e
Mo4uM Oe3 OTKIIOHEHUI, peOeHOK BBIMTMCAH M3 CTallMOHApa
Ha 7-e TocJieorepaioHHbIe CYTKHU.

KaramHue3 coctaBuit 6 Mec. 3a BpeMsT IMHAMUYECKOTO
HaOMIOMeHNsT OTMeYaeTcs TTOJIOKUTENIbHAs AUHAMUKa
MO KJIWHUKO-WHCTPYMEHTAJIbHBIM TaHHBIM: KyIHUpOBa-

Puc. 3. DKcKpeTopHas yporpacdus. a — yporpaMMa B KJIMHOCTa3e; 0 — yporpaMma B OpTocTase.
Fig. 3. Excretory urography. a — urogram in clinostasis; b — urogram in orthostasis.

Puc. 4. InTpaonepanuoHHas KAPTHHA.
a — BbINOJTHeHA HehpOMeKCHs CeTIATHIM MATEPHAJIOM, CTPEJIKOi 0003HAYEH A0ePPAHTHBIIA COCY; 6 — BTOPBHIM 3TANIOM
BBITNOJIHEHO HAJIOXKEHHE AHTEBA3A/IbHOTO AHACTOMO3A.
Fig. 4. Intraoperative picture.

a — nephropexy was performed with mesh material, the arrow indicates the aberrant vessel; b — the second stage in-
volved the application of an antevasal anastomosis.
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Hue 00JIEBOTO CMHIpPOMa — OTCYTCTBME XKajl00 Ha TOJIOB-
Hble 0071 M OO B IOSICHUYHOW 00JIaCTH; HOPMAJIM-
3alMsl apTepuaibHOro mabieHuss no 115/75 Mm pr.cT.
ITo pesynbraTamM KOHTPOJILHBIX YJIBTPAa3ByKOBOTO MCCIIe-
IOBaHMUSI M DKCKPETOpPHOU yporpacduu oTMedaeTcs
COKpAIlIEHUE KOJUIEKTOPHOW CHUCTEMBI MPAaBOU IMOYKH,
BOCCTaHOBJIEHUE YPOAMHAMU BEPXHUX MOYEBBIX ITyTEi,
crabuiau3alus rokKasarejeld KpoBOTOKa (MO JaHHBIM
norruieporpacdun), OABUXKHOCTD TTPaBOi TIOYKHU HE TTpe-
BeImaetr 1—1,5 cMm, 9TO IEMOHCTPUPYET BHICOKOI(PPEK-
TUBHBIN pPe3yJbTaT XUPYPru4ecKoro jedyeHusi. B KoH-
TPOJIbHOM OMOXMMMYECKOM aHaJIn3e KPOBM TTOKa3aTesn
a30TUCTOrO0 OOMeHa B Tpenejiax HOPMbI: MOYEBUHA, |
MMOJIb/JI, KpeaTUHUH 53,8 MKMOJIb/JI, CKOPOCTb KITyOOU-
KOBo (punbTpanmu 1o dhopmysie Schwarz 152,4 mi/MuH.
B HedponpoTeKTMBHON M aHTUTUIIEPTEH3UBHON Tepa-
MUY peOeHOK HE HYK/IaeTCs.
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Koupauxm unmepecos:

Aemopbi danHoil cmambu h0OmMeepousu Omcymcmeaue KoH-
(aukma unmepecos u PUHaAHCOB0U NOOOEPIHCKU, O KOMOPbIX
Heobxoo0umo coobujume.

KJINMHUYECKUE CJTYHAU

3aknoyeHue

T'unpoHedporrueckass  TpaHcopmauusi  TTOYKHU
Ha (poHe abeppaHTHOrO cocyna B coueTaHuu ¢ Hedporn-
TO30M B TeAUAaTPUUECKON TTPAKTUKE BCTPEUAeTCsl PeaKo.
IIpu aHanm3e OTeUYeCTBEHHBIX U 3apyOekKHBIX MCTOUHU-
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HOW TUEJIONIAaCTUKU U He(pOIeKCUU, BCe OHU TIpe-
CTaBJIEHBI y B3POCJbIX MaleHTOB. CilyuyaeB BbITIOJIHEHUSI
OJTHOBTAITHOTO OTIEPATUBHOTO JIEYSHMUSI Y IETEHl B TOCTYI-
HOI HaM JIUTepaType He HaIeHO.
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OBMEH Or1bITOM

Kputepun nuarnocTuku v 3(p)eKTHBHBIE CTPATETNH JIeYeHHs IbIXaTeIbHOM
HeaocTaTouHocTH y AeTeid ¢ ROHHAD-cunapomom
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Diagnostic criteria and effective treatment strategies for respiratory failure
in children with ROHHAD-syndrome
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IIpencraien onbiT Jevyenns 9 nauuentos netckoro Bozpacta ¢ ROHHAD-cunapoMoM ¢ TsKes0ii AbIXaTeIbHO HeI0CTaTOou-
HOCTBIO HA cTaxui (hOPMHPOBAHMS 3ABHCHMOCTH OT MCKYCCTBEHHOIl BEHTHISIMH JIETKNX. B cTaTbhe paccMaTpUBAIOTCS BONMPOCHI
PAHHEro BbIABJEHUSA IbIXATENbHOI HEIOCTATOYHOCTH, MPeJOTBPAILEHHS TSKENbIX TMIOBEHTHISIMOHHBIX OCIOXKHEHHUil 1 mpoTe-
3upoBanus GyHKuuu Abixanusa. Oocyxnaercs 3¢ geKTHBHOCTh METO1a MMIUVIAHTALMU CTHMYJISATOPOB AMA(PArMalbHBIX HEPBOB
B Ka4ecTBe AIbTEPHATHBBI TPAAUIMOHHO! MCKYCCTBEHHOI BEHTHJISILUM JIETKUX.

Karoueewte caosa: demu, oxcupenue, eunogenmunsiyus, oucyuxuyus eunomanramyca, ROHHAD-cundpom, 3asucumocms om pecnupa-
mopa, cmumyasamopsl 0uaghpazmManbHbiX Hepeos.
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A team of authors reported their outcomes of treatment of 9 children with ROHHAD syndrome and severe respiratory insufficiency
at the stage of formation of ventilator dependency. The diagnostic criteria were evaluated based on different clinical variables and
the incidence of the disease. This article highlights the problems of early diagnosis of respiratory insufficiency, prevention of severe
hypoventilation complications and the prosthesis of respiratory function. The authors discussed an efficacy of diaphragm pacing as an
alternative method for traditional mechanical ventilation.
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TeJbHasl HEAOCTaTOYHOCTh C (POPMUPOBAHVEM 3aBUCH-
MOCTH OT afmapara UCKyCCTBEHHON BEHTWJISIIIUN JIETKHUX
(UBJI). bose3Hu ¢ LeHTpabHBIM MEXaHU3MOM Hapylle-
HUs JbIXaHUsl ObLIM OINMKMCAHBI JaBHO, a UMEHHO B 1962 1.
ory0JiMKoBaHa padboTa 1o BPOXKIEHHOMY LIEHTPAIbHOMY
TUTIOBEHTUISILTUOHHOMY CUHAPOMY (CUHIPOM YHIWHBI),
a B 1965 r. OBUI omMcaH CHUMITTOMOKOMITJIEKC COYeTa-
HUST UEHTPAJIBHOTO TUMOBEHTUJISILIMOHHOTO CUHIPOMA
¢ TunoTajlaMuyecKkuMu HapymeHusimu [1, 2]. B Mexny-
HapojHoi Kiaccudukauuu HapyimeHuit cHa (ICSD-3,
2014) cuHapPOM LIEHTPATbHOI TUTTOBEHTWISILIUU C TI03]1-
HUM HayaJoM W TUIMOTAJJaMUYECKON IMChHYHKIUEH
BBIZIEJIEH B OTMIEJIbHYIO TPYIIY, KOTOpasi HO30JOTUYECKHU
cootBerctByeT ROHHAD-cunapomy [3].

ROHHAD-cunapoM Tmojayyuna CcBoe  Ha3BaHUE
OT aHTJIOSI3bIYHON ab0peBUATYphl 00513aTEIbHONW CHUM-
MTOMATUKW, XapaKTEPHOW JIsI 3TOro 3abojieBaHUS —
Rapid-onset obesity with hypothalamic dysregulation,
hypoventilation, and autonomic dysregulation, 1, Taknum
00pa3oM, BKJIIOYaeT OBICTPO HACTyMarollee OXUpPeHHe
¢ IuchyYHKIMEH TUIIOTajaMmyca, TUITOBEHTHUIISIIEIH
U HapylIEHUSIMU BETeTaTUBHOM HEPBHOI cucTteMsbl [4, 5].
IIpu codeTaHNU C OMYXOJSIMU HEPBHOW CUCTEMBI CHH-
npom umeetr HazBaHne ROHHADNET (Neural Endo-
crinological Tumor) [5, 6]. B oTeyecTBeHHOI ITMTEpaType
onyonMKoBaHbl eaquHNYHBIe HaoOmoneHus ROHHAD-
cuHapoma [6—9].

Otuonoruss ROHHAD-cunapoma 1m0 HacTosIIEro
BpeMEeHM He BbIsIBIeHa. PaccmarpuBaloTcss TreHeTH-
yeckast, DIHUTeHeTHYecKass W ayTOMMMYHHAasi T€OpUH,
He Hallle[IIne CBOero TMoATBepxkaeHus [6, 10—12].
B MexnynapomHoit nutepaTtype onrcaHo 6onee 200 ciry-
YyaeB TaHHOTO 3a0o0yieBaHMsI B Mupe [5].

Knununueckue nposieneHns ROHHAD-cuiapoma

Jlo wHemaBHero BpeMenum getmi ¢ ROHHAD-
CUHIPOMOM Ha paHHUX 3Tarax 3aboJieBaHUs TTOMamgain
B TOJie 3pEHMS TEeAUaTPOB, HEBPOJIOTOB, IHUETOJIOTOB,
SHIOKPWHOJIOTOB, 3a4acTyl0 HETOCTATOYHO OPUEHTUPO-
BaHHBIX Ha BBISIBJIECHUE CUMITTOMOB CYOKOMITEHCUPOBaH-
HOIi JIBIXaTeJIbHOW HemocTaToyHOCTH. [lo3gHee oOHapy-
KEHMe TepCUCTUPYIOIIE TUTepKapOun KakK CHUMITTOMAa
TUTIOBEHTUJISILIUM  TIPUBOIMJIO K Pa3BUTHIO TSKEJIOMN
HEBPOJOTUYECKONM CUMITOMATUKU C TOBEACHYECKUMU
paccTpoiicTBaMU, TMIMOBESHTUJISILIMOHHON dSHIedaona-
THEI, CyTOPOXHBIM CHHIPOMOM.

IMpn BapwaGeabHON KIMHWYECKOUW KapTUHE TIep-
BBIM M OO0SI3aTeNIbHBIM TPU3HAKOM OOJIE3HU SIBJISIETCST
OBICTPBIIT HAOOP MaccChl Tejla ToCNie IBYXJIETHETO BO3-
pacta, CBSI3aHHBIN, KaK MPaBWIO, C MoJudarveir Beiae-
CTBUE HapylleHWs (YHKIUU WHTETPAaTUBHBIX LEHTPOB
ruIoTajaMyca y AeTeil ¢ MpeaiecTBYIONIMM HOpMasib-
HBIM pa3BUTHEM. 3a HECKOJIbKO MECSIIEB TMallMeHTBI
MoryT HabpaTh 10 20—40% OT MCXOMHOI Macchl Teja.
C MOMeHTa Hayajla OXUPEHMSI OTMeYaeTcsl CHIKeHUe
TEMITOB (PM3UYECKOTO, TTOJIOBOTO M TICUXUYECKOTO pa3-
Butus |5, 10].

OBMEH OlbITOM

Tlo3xe TMpPUCOENUHSIIOTCS HApyIIeHUsS! JIbIXaHUS
B BUIe OpaJuITHO? M allHO3 CHa, Xpara, 1IMaHo3a, ajib-
BEOJIIPHOI TUTMOBEHTWISILIMUA C TUTIOKCEeMUEH 1 TUIep-
KapOueii, TpeOyoIlell anmnapaTHOW pecryupaTopHON
MOMIEPXKU. B 3aBUCUMOCTH OT TSKECTH COCTOSTHUS YKa-
3aHHasi CUMIITOMaTUKa Ha0I0AaeTCsl IPEUMYIIIECTBEHHO
BO BpeMsI CHa WJIA KPYTJIOCYTOYHO.

B cumnTomokomriekce 3a0ojieBaHUSI B 00sI3aTelib-
HOM TOpSIAKE TPUCYTCTBYIOT pa3JIMUHbIE TUITOTaTaMM-
YyecKMe HapyllleHUsl, TaKie KaK BTOPUYHbBIN TUTIOTUPEO3,
TUTIO-/TUTIEpHATpUEeMUsl, Ne(UIIUT COMATOTPOITHOTO
TOPMOHA, TUIIOTOHAMOTPOITHBIN TUITOTOHAAU3M, Hapy-
IIeHVEe TOJIEPAHTHOCTH K TJIIOKO3€ M TMIIepIpOJaKTUHE-
mus [5, 10, 11]. CuMnToMbl BereTaTUBHOW TUCHYHKIIUN
OTMeYaloTcs TpakTuiyecku y Beex 6osbHbiXx ¢ ROHHAD-
CUHIPOMOM M TIPOSIBJISIFOTCSI TIOTJIMBOCTBIO, Hapyllie-
HUEM TEePMOpPETYJISIIIMA C TUIO- WIM TUIepTEPMUECH,
3paukoBOil  NTUC(HYHKIMEH, HapylleHMeM MOTOPUKHU
JKEJYIOUYHO-KUIIIEYHOTO TpakTa, KapAuoHeipomnaTueit
U niepudepudecKoil HeliporaTtueit co CHUXeHreM 0oJie-
BOI 9yBCTBUTENBHOCTH [5, 10, 11].

Hna mamumentoB ¢ ROHHAD-cunnpoMom xapak-
TepHBbI TIOBEJEHUECKME HapylIeHUs] B BUJAE ayTUye-
CKMX pacCTpOMCTB, YMCTBEHHOW OTCTajiocTu (OT Jier-
KOW 10 YMEpEeHHOI), 3MOLMOHaJbHAsl JaOUIbHOCTh
W HeraTWBU3M, TIOBBIIIEHHAsI arpeccusi, 0OCECCUBHbIC
paccTpoiicTBa ¢ 3MM3oAaMM Ticuxo3a. B obsizatesbHOM
nopsinke manueHToB ¢ ROHHAD-cunapoMoM HyXXHO
TOTIOJTHUTENIBHO 00C/Ien0BaTh [JIs BBISIBICHUS HEWpO-
TeHHBIX oImyxoJeii 5, 12, 13].

AunddepeHunanbHag aMarHocTrKa v NPoONaKkTUH

ROHHAD-cuHapom ¢ y4eToMm 3aBUCMMOCTH OT arra-
pata UBJI umeer ob61ime ¢ BpOKAEHHBIM LIEHTPaJIbHBIM
TUTIOBEHTUJISILIMOHHBIM CUHIPOMOM KIIMHUYECKHE TMPO-
SIBJIEHUSI, HO CYILECTBYIOT BeChbMa XapaKTepHbIE OTJIM-
Yusi, TIO3BOJISIONINE BBIIEIUTH €ro B OTAEJIbHYI0 HO30-
soruto. I[lepBbie Mpu3HaKu 3a00JeBaHUsl, KaK MPaBuio,
MPOSIBJISIIOTCSL Y JETeil TIocjie IBYXJIETHEr0 Bo3pacTa,
MaHUMECTUPYS C OXUPEHUS, TOTAA KaK TUITOBEHTUIISI-
1Ysl TIPU CUHAPOME YHIWHBI HAOII0MAEeTCSl C POXKICHMS
¥ OXXMpPEHMe HexapakTepHo [5, 12].

CxonctBo ¢ cuHnpomom Ilpanepa—Bumm 3akimo-
YyaeTcsl B HAJIMUMM PAHHETO OXUpPEeHUs ¢ Tonudaruei,
TUTIOTAJIAMUYECKUX PaCCTPOMCTB, TMIIOTOHAAM3Ma, Hapy-
IIEHUST TEPMOPETYJISIIINU, TTOBENEHUECKUX PaCCTPONCTB.
ITpu stom cunapom Ilpanepa—Bumm umeer xapakrtep-
HYIO TeHETUUECKYIO TIPUPO/Y, BBISIBISIEMYIO TIPY MEINKO-
reHeTJeCcKoM obciaenoBanuu [5, 12] (tabm. 1).

Tepanus ROHHAD-cuHpgpoma

B otcyrcTtBue 3(p(PeKTUBHOTO 3THOMATOTEHETU-
yeckoro JeuyeHusi Ttepanuss ROHHAD-cunapoma
B 3HAUUTEJIbHOW CTEINEeHU OrpaHUYMBAETCS BO3MAEH-
CTBMEM Ha CUMIITOMBI 3a00JIeBaHUSI U TMPOTE3UPO-
BaHMeM abixaTesbHoil (yHkiuu. C y4yeToM MHOIo-
o0pa3uss CUMIITOMAaTUKKU B JIEYEHUU TOJKHBI OBITh
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IIpoxonves I.T. u coasm. Kpurepuu 1MarHocTUKU U 3hHeKTUBHbIE CTPATETHH JISYUSHHMS IbIXaTeIbHOM HeocTaTouHocTH y aeteit ¢ ROHHAD-cunapomom

3aJeiCTBOBAaHbl Bpayud pa3HbIX CIELUAbHOCTEM,
BKJIIOUasl TIeIMaTpOB, HEBPOJIOTOB, 3HIOKPUHOJIOTOB,
NIUETOJIOTOB, KapAuOJOroB, peabWIUTONOTOB, TMCHU-
XHUaTPOB, TICUXOJIOTOB, PEaHUMATOJOTOB U aAp. MyJib-
TUAUCHUTUIMHAPHBINA TMOAXO0J K JIEYSHUIO MallMeHTOB
¢ ROHHAD-cunapomoM 1mo3BoJisieT cTabuaIn3upoBaTh
TeuyeHue 3a001eBaHNs, TPEAOTBPATUTD pa3BUTHE HEOO-
paTUMBbIX OCJIOXKHEHU I, BKJIIOYast TOpakeHue HEPBHOM
CUCTEMBI, JIESTKMX U IPYTUX OPTAaHOB U CUCTEM, 3HAUU-
TEJIbHO TIOBBICUTH KauyeCTBO XKM3HM IMAallMEHTOB, CIO-
COOCTBYET UX COLIMATIU3AIUU.

JIJ1st KOHTPOJISI MacChl Tejla U KOPPEKLIMU OXUPEHUS
TpeOyeTcsl THiaTejJbHasi OlleHKa HYTPUTUBHBIX MOTPeO-
HOCTE ¢ Ha3HaYeHWeM OrpaHUYUTEIbHOW IUeTh
U yMEpPEHHBIX (pU3nUecKux Harpy3ok [5, 12]. [1pu o6Ha-
PYXEHUM SIBJICHUI AUCGhYHKIIMM TUTIOTaJaMyca Ha3Ha-
yaeTcsl 3aMeCcTUTe/IbHasi TOpMOHaJIbHasl Teparnusi, Kop-
PEKTHUPYIOTCS BOJIHO-3JIEKTPOJIMTHBIE PacCTPOMCTRA.
KoHTposib ypoBHSI TJ11I0KO3bI B CBIBOPOTKE KPOBU HEOO-
XOIMM [IJI1 CBOEBPEMEHHOI'0 Ha3HAYeHWsI TUTOTJIMKE-
MUWYECKUX TpernapaTosB.

Hapymenust BereTaTUBHON HEPBHOW CUCTEMBbI KYITH-
pYIOTCSI Ha3HaYeHWEM CUMIITOMAaTUYECKUX CPEJCTB.
st nonepkaHus HOpMaJIbHOI TeMIepaTyphl TeJla maiu-
€HTa HEeOoOXOAMMO CJIeNUTh 3a TEeMIepaTypoil B TOMe-
IIEHUHU, TJe HAXOMUTCS OOJIbHOM, MpU HEOOXOIUMOCTU
MPUMEHSITh (PU3NYECKUE METONbI oxIaxneHus. Hannuue
CepIeYHO-COCYIUCTON CUMIITOMATUKU TpeOyeT Ha3Haye-
HUSI TUTIOTEH3UBHBIX M aHTUAPUTMUYECKHUX ITpErapaToB.
Tlpu nuchyHKIMM XKeayaoYHO-KMUIIIEYHOTO TpaKTa Co
CKJIOHHOCTBIO K OOCTMIIALIMM Ha3HA4yaloT CJIa0UTENIbHBIC
CpeNCTBa, TPOBOMST OUYUCTUTEIbHBIE KIU3MbIL. 7151 Kop-
pPEeKIIMY MOBEIEHUECKNX HaPYIIeHW, ayTHIHOTO TTOBe/Ie-
HUsI, arpeccuu, o0CEeCCUBHBIX PAacCTPOMCTB HEOOXOIUMO
MPUBJIEKATh TICUXOJIOTOB, TCUXWATPOB M OCYIIECTBISTh
COOTBETCTBYIOIIIEe MeIUKaMeHTO3Hoe jieueHue |5, 10].

JleueHne HeENPOTeHHBIX OITyXOJIEH IIpearioiaraeT
MPUMEHEHME BCEro CIeKTpa OHKOJIOTUYECKOTO JeUeHUs,
OT XMPYPruyecKoro BMeIIaTebCTBa 10 MOJIUXUMUOTEpa-
nuu U JydyeBoi Tepanuu. [lapaHeoriacTuuyeckuit CUH-
NIpOM TpeOyeT JieYeHUsI BHYTPMBEHHBIMU UMMYHOTJIOOY-
JINHAMU ¥ MOHOKJIOHAJIbHBIMU aHTUTEJIAMMU.

Ta6auya 1. 1uddepennuanbuas nuarnoctnka ROHHAD-cunapoma [12]

Table 1. Differential diagnosis of ROHHAD syndrome [12]

JInarHocTHyecKne KPUTEPUH Knunuyeckue nposiBiaeHus ROHHAD PWS CCHS
OxupeHue ITporpeccupyloiiiee oxKupeHue Jla Jla Her
T'unoBeHTUISALIS Jla WHorna Ja

BonHo-3271eKTpoJUTHBIE HAPYILIEHUS Ja Her Her
Jeduumt ropMmoHa pocta HWHuorna WHuorna Her
lNunotupeonanzm HHorna HHorna Hert
THcyHKIMSA THIOTATAMYCA l'unepnponakTuHeMust Ha Hert Hert
JuchyHKIMS HaATTOYeYHUKOB HHorna HMHorna Her
[IpexneBpeMeHHOE TT0JIOBOE CO3pe- e e Her
BaHME
l'unoronaausm HHorna HHorna Hert
BereratuBHas nucdyHKms Juchynkuus KKT Ja Het Ja
[loBrIIeHHAS TOTIUBOCTh Jla Her Ja
Hapy1iueHue repmoperyiasinuu Ha Ha Ha
IToBeneHueckue OMolIMOHaIbHas JIAOMJIBHOCTD,
paccTpoiicTBa HETaTUBU3M WAFFrarme) Aa VAT amse
Il;laechI; ;g%ﬁigcme Hapyienus caa Het Ha WHorna
Cynoporu Muorna Wuorna Muorna
3amepkKa MOTOPHBIX HABBIKOB Her Ha Ha
3anmepkka KOTHUTUBHOTO Pa3BUTHS Nnorna Ha Ha
Onyxoau HepBHOM CUCTEMBI Ha Her Ha
JIuueBoit nu3mMophusm Muorna Ha Wuorna
CKeJleTHbIE HapyIIeHUs ManeHnbKue pyku 1 HOTH Her Ha Her
Ckono3 Nuorma Ha Her
Menuko-reHeTuIecKoe Het reros- CnenupuicCkos Myraius reHa
TeCTUpOBaHUE KaHAUIATOB METUTPOBAHNC PHOX2B
JIHK ponurenei
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Ilpu oOHapyXeHUM SIBIEHUI  TUIOBEHTWISILIMU
HEoOXOMMMO He3aMeIJIUTEIbHO —OIpeNeuTh TMoKa3a-
Hus K anmapatHoit UBJI. Ha panHux cragusix 3aboneBa-
HUSI TMPU TMPEeBAIMPOBAaHUN OOCTPYKTUBHBIX HapyIlIeHUM
IIbIXaHUS MOXET ObITh MocTaToyHa HewHBasuBHasi MBJI
BO BpeMs cHa B oobeMe CPAP-tepanum. Ilpn Hapacta-
HUM SIBJICHUI SHIIedamonaTny, nucdaruu, KpyriiocyTod-
HOM xapakTepe 3aBucumoctu oT MBJI crenyer paccmo-
TPETh BOIPOC O TpaxeocToMuu ¢ mpopokeHrem KM BJI
B peXuMmax C TIpeayCTaHOBJIEHHON 4YacTOTOM IbIXaHWSI,
OCOOEHHO TIpU TIPEeBaJIMPOBAHUM HAPYIIEHUI ITbIXaHUSI
10 LIEHTPAJIbHOMY THUITY B BUe Opaau- u arHod. Cienyer
TIIATEIBHO OTCJIEXXUBATh YPOBEHb OKCUTEHALIMU 1 COMIeP-
JKaHUE YIJIEKUCIIOTO Tra3a B KPOBU JIJIsI TIPEIOTBPAILICHUS
TUTIepKapOnM 1 JbIXaTeIbHOro anuao3a [5, 10, 12].

B kauectBe anbTepHaTuBBl TpaauiimoHHoi WBJI
MOXHO paccMaTpuBaThb METOAMKY 3JIEKTPOMArHUTHOM
cTUMyIsiMu auacdparmanibHbIX HepBOB [14]. B mpakTuke
HayyHo-mipakTHyeckoro 1eHTpa CHeuualbHONW Meau-
LIMHCKOM momomu aetssm uMm. B.®D. BoiiHo-fceHerkoro
npumeHsiercss MeauimHekuil mpudbop MARK IV («Avery
Biomedical Devices», CIIIA), onoopennsiit FDA u cep-
tudunupoBaHHbii B Poccuiickoit Denepauum. [lpu-
0Op COCTOUT M3 UMILJIAHTUPYEMOI YacCTH, BKITIOUAIOIIEi
3JIEKTPOJI, KOTOPBI (puKcUpyeTcsl Ha auadparMajibHOM
HepBe, M TIPUEMHUKA, TOJYJalollero 3JeKTPOMarHuT-
HBII UMITYJIbC OT BHEIIIHETO BOAUTENSI pUTMa, OTIpeIessi-
JOIIIETO YaCTOTY U TJIYOUHY JTbIXaHUSI.

B HacTosiiiee Bpemsi B HayuHo-npakTuiecKuii LeHTp
CIeIMaTbHON METUIIMHCKON TOMOIIMN JaeTaIM uM. B.D.
Boiino-fceHenikoro BbImosHEHO 37 UMIUIAHTALUN CTH-
MYJISSITOPOB AuacdparMajibHbIX HEPBOB MallMEHTaM JeT-
CKOTO BO3pacTa ¢ LIEHTpaJbHBIMU HApPYIICHUSIMU JIbIXa-
HUS W MUeJIoNaThel MEeUHOTo OTaesia CIMHHOTO MO3Ta.
B GonbIIMHCTBE ciyyaeB JaHHAas METOIMKA ITO3BOJISIET
3HAYUTEJbHO CHU3UTb 3aBUCUMOCTb WM TIOJHOCTBIO
oTKazaThbcsl OT TpanuimoHHoro armapata UBJI. Tlpun-
LIUIMaTbHOe OTIMYue oT TpaauiimoHHoit MBJI cocrout
B MeXaHM3Me OocylllecTBIeHUs Bnoxa. Eciau npu ncnonb-
30BaHuU BHellHero anmapata MBJI Boox ocyiecTsis-
eTCsl 32 CUeT HarHETaHUsI KUCJIOPOIHO-BO3IYIIIHON CMeCH
B JbIXaTeJIbHbIE MYTU C TOBBIIIEHUEM aTMOC(EpPHOro
NTaBJICHUS B JIETKMX C COMYTCTBYIOIIMMU PACCTPOMCTBAMU
reMOIMHAMUKN B OacceiiHe MaJloro Kpyra KpoBooOpa-
LIEHUsI, BIUSIONIMMU Ha BEHTWJISILIMOHHO-TIep(Y3MOH-
HbIE€ MPOILIECCHI, TO TIPU BO3IEUCTBUM HEMOCPEICTBEHHO
Ha nuadparmMaabHbIi HEPB BIOX OCYILIECTBIISIETCS 3a CUET
cokpalnieHus: auadparMbl ¢ (PU3UOJOTUUYHBIM CHUXE-
HUEM BHYTPUTPYITHOTO TaBJIECHUS.

IMauuneHThl, KOTOPBIM MMILJIAHTUPOBAHbI CTUMYJISI-
TOpbl auadparMalbHbIX HEPBOB, CTAHOBSITCS 3HAYM-
TEeJIbHO MOOWJIbHEE, UX XKU3Hb HE 3aBUCHUT OT CETEBOTO
WCTOYHMKA BJIEKTPUYECTBA, pa3Mepbl YCTPOMCTBA HECO-
MOCTaBMMbI C pa3MepamMu BHellHero anmapara KWBJL.
Y nanueHTOB MOSIBISIETCSI BO3MOXKHOCTH IOCeIIaTh
OOIIIECTBEHHbIE MeCTa, COBepIlaTh NajJbHUE TOe3IKH,
MPOAO0JIKATh MEAUIIMHCKYIO peadbuIuTaluio Ha OOIIMX

OBMEH OlbITOM

OCHOBaHMSIX. 3HAUUTEJbHO OO0Jer4yaeTcsi yXol U TMOBbI-
111aeTcsl KaueCTBO KMU3HU MAllMeHTOB U X ceMeit [14].

[eap myOooMKamuM: TIPEACTABUTH OIBIT JICYCHUS
9 nereit ¢ ROHHAD-cunapomom Ha 3Tare pa3BUTHS
TSIKEJION IbIXaTeIbHOM HEeIOCTaTOYHOCTH C (DOpMUpPOBa-
HUeM 3aBUCUMOCTH oT amapaTta MBJI.

KnuHuyeckue HabnoaeHna

B nepuon ¢ 2019 no 2025 r. B oTHeIeHUM peaHUMa-
IMM M MHTEHCWBHOW Tepamuu HaydHO-TIpaKTH4ecKOoro
LIEHTpa CHeIUaIbHON MEIUIIMHCKON TMOMOIIU JEeTSIM
nM. B.®. BoiiHo-fIceHeniKoro HaGIIOAAINCh U ITPOXO-
nunu JedeHrne 9 maumeHtoB ¢ cuHapomomM ROHHAD
n ROHHADNET. HefiporeHHble Oomyxoiu ObUIM COOT-
BETCTBEHHO IMArHOCTMPOBaHBI y 3 mgereid. Bce mamm-
€HTBl Ha MOMEHT MOCTyIuieHusl Haxomwiuch Ha MBI,
3a MCKJIOYEHUEM OIHOTO pebeHKa C JIETKOW CTeTeHbIo
TUTIOBEHTUJISIIINU.

V Bcex nmeteil BBISBIEH BBICOKUI YpOBEHb MpOJIaK-
TnHA. Tpoe MalMeHTOB C TapaHeoIIaCTUYeCKUM CUH-
JIPOMOM TIOJIyJaJii Teparnuio BHYTPUBEHHBIMM HMMY-
HOIJIOOyIMHAMKM U pUTyKcnMaboMm. Bcem manmeHTaM
C UEJbl0 MCKIIOUEHMST BPOXIEHHOTO IIEHTPAJIbHOTO
TUTIOBEHTUJISILIMOHHOTO CHHApPOMA TPOBOIUIN TeHETHU-
YecKoe McCIeIoBaHKe: TIOUCK dKCITaHCHsI TTOTUaTaHUHO-
Boro tpakTa B reHe PHOX2B, (PAIRED-LIKE HOMEO-
BOX 2B), pacrionioxxeHHOM Ha XpoMOcOoMe 4 B permoHe
4p13, mMpu 3TOM YMCJIO TOBTOPOB TIPSIMO TPOIOPIIMO-
HaJIbHO TSIKECTH 3a00J1eBaHNS.

IlarepbIM manyeHTaM  BBIMIOJHEHA  MMITJIAHTA-
LIUST CTUMYJIATOPOB IuUacdparMaibHBIX HepBOB. M3 HUX
OIHOMY TIALIMEHTY TpeOyeTcs BKITIOYeHUE CTUMYJISITOPOB
TOJILKO BO BpeMsl CHa, IBOE MAIlEHTOB HaXOMSTCS Kpy-
TJIOCYTOYHO Ha CTUMYJISILIUU, U OIWH JIBIIIUT C TOMOIIBIO
CTUMYJIAITOPOB OuadparMaibHbIX HEPBOB MTPU OOAPCTBO-
BaHWM, HO BO BPeMs CHa IMPOIOJIKAETCS HEMHBa3WBHAsI
MBJI. OnHoro nmanueHTa He yIaaoCch MepeBeCTH Ha IbIxa-
HUE C TIOMOIIBI0 auadparMajgbHbIX CTUMYJISITOPOB
B CBSI3W C PELIMIMBUPOBABIINM OXHUpPEHHEM. Y OIHOTO
MalyeHTa, TMepeBeJeHHOrO0 Ha JbIXaHWe C TOMOIIbIO
CTUMYJIATOPOB AWadparMajbHBIX HEPBOB, JIETATbHBIN
WCXOJ HACTYNUJI uepe3 4 Mec IMocje TepeBofa B CTalu-
OHap MO MECTY KUTEIbCTBA IO MPUUMHE, He CBSI3AaHHOM
¢ WMIUTaHTanuei. JIBoMM manueHTaM, HaXOISIIUMCS
Ha ammapatHoit MBJI Bo BpemMs cHa, peKoMeHIoBaHa
UMIUTAHTAIUs] CTUMYJIITOPOB AradparMaibHbIX HEPBOB.

Iayuenmrka K., 01.01.2016 r.p. Jluarno3: ROHHAD-
cuHapoM. 3abojieBaHMe MaHM(MECTUPOBAIO B BO3pacTe
2 net 2 Mec ¢ ObICTpOro Habopa MaccChl Teja. DHIOKPU-
HoJIOTOM OBIJ1a Ha3HauyeHa aueTta, 0e3 addexra. 3a nep-
BBII roj1 3a001eBaHMs HAOOp Macchl Tejla COCTaBuI 14 K.
C 2 et 9 Mec oTMeUanuch MepuoanIecKue, JUTMTEIbHbIe
MO0 BpeMEHW TIPUCTYIBI JUXOpamKu A0 (eOpUIbHOI,
6e3 MPU3HAKOB BOCTAJIUTENILHOTO TMpoliecca, He KyMu-
pylolecs >XKapOIOHIKAIOIIUMU CPEICTBAMM, BbIpa-
JKEHHBbIE 3JIEKTPOJIUTHBIE HapylleHus (TUrepHaTpue-
must 1o 170 MMoOIb/7), AbIxaTeabHash HEAOCTATOYHOCTb.
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IIpoxonves I.T. u coasm. Kpurepuu 1MarHocTUKU U 3hHeKTUBHbIE CTPATETHH JISYUSHHMS IbIXaTeIbHOM HeocTaTouHocTH y aeteit ¢ ROHHAD-cunapomom

B 3 roga 3 mec mmpou3onuio pe3Koe yXyAaIIeHUe COCTOSI-
Hus pebeHKa, CONpoBoXaAaBIeecs Juxopankoit 1o 40 °C,
OCJIOKHEHHOU CyIoporaMM W HapylIeHUeM CO3HaHUSI
JI0 KOMBI, Pa3BUTHEM BBIPAXKEHHOM IbIXaTeJbHOU HEI0-
cratroyHocTU. PeGeHOK mepeBeaeH Ha TOCTOSHHYIO
MBJI. Ha ocHOBaHMM aHAMHECTUYECKMX U KIIMHUYECKIX
naHHbBIX (OBICTPBI HAOOpP Macchl Tea, CTOWKAasl TUIep-
TEPMUsI, DJIEKTPOJIUTHBIE HApYIIEHUsI, allbBeOJsIpHast
TUTIOBEHTUJISIIIUS), TIOC/Ie WCKITIOUEHHST BPOXKIECHHOTO
LIEHTPAJTbHOTO TUTTOBEHTUJISIIIMOHHOTO CUHApPOMa (MyTa-
uuii B reHe PHOX2B He oOHapyXeHO) ObLI yCTaHOBJIEH
muarHo3 ROHHAD-cungpowma.

Yepe3 2 Mec mocie BO3HUKHOBEHUsI 3aBUCUMOCTHU
ot armaparta MBJI nepeBenena Ha HenmHBa3uBHy0 WMBJI.
B Bo3pacTe 4 jeT 7 Mec BBITIOIHEHA UMITJIAHTALIMS CTHU-
MYJISTOPOB AuadparMajbHbIX HEPBOB. B 5 jeT meBouka
repeBeieHa Ha JBIXaHWe ¢ MOMOIIbBI0 AruadparManibHBIX
CTUMYJIITOPOB Ha TMTOCTOSTHHOM OCHOBE KPYTJIOCYTOYHO.

Hab6momaercs SHIOKPUHOJIOTOM, TTIOJyYaeT 3ame-
CTUTENIBHYIO Tepamnuio JIEBOTUPOKCUHOM, KoOpTedoM.
HeiiporenHrsle omyxonu He BbISIBIeHBI. [laneHTKa
colMaau3upoBaHa, odyJaeTcs Ha oMY, YIeOHBIN MaTe-
puaj ycBauBaeT YIOBJIETBOPUTENIBHO, SMOLIMOHAJIbHAS
JIAOMJTbHOCTD Y HETATUBU3M C PEIYKIIMEH.

THayuenmia T., 02.05.2017 r.p. Anarao3: ROHHAD-
NET-cuugpom. C poxmeHus neBoYka cyodeOpmIbHO
muxopanuT. C Bo3pacta 1 roma 9 Mec oTMeUeHBI TOBBI-
IIEHHBIN anmeTUT U 3HAaYMTeTbHas IprOaBKa MacChl TeJ:
6 kr 3a 2 Mec. [Iuera, Ha3HAYeHHas] SHIOKPUHOJIOTOM,
Ob11a HeaddekTuBHa. OTMEeUaInch YacTbie MH(PEKIIMOH -
HbIe 3200JIeBaHUSI BEPXHUX JABIXaTEIBHBIX MyTe 1 XKeTy-
JIOYHO-KHUIIIEYHOrO TpakKTa CO CTOMKOW JMXOpaakKon
1o 40 °C.

B Bo3pacre 2 sieTr BO3HUKIIO OpaauIHO® C TEHACH-
et Kk armHo3. K aToMy Bo3pacTy oTMedanach yTpaTa
paHee TIPMOOPETEHHBIX HABBIKOB; IWATHOCTUPOBAHBI
MOCTOSTHHO-BO3BpaTHAsl ~ HAKEJIyIOYKOBas TaxWKap-
nust 6e3 TPU3HAKOB HEAOCTAaTOUYHOCTU KpOBOoOpalie-
HUSI, OKUPEHNUEe 3-i CTEeNeHU, BTOPUIHBIN TUTIOTUPEO3,
TUTIEPTIPOJIAKTUHEMHUSI, TIEPCUCTUPYIOIAsl JTUXOpaaKa
LEeHTpaJIbHOTO TeHe3a. B Bo3pacre 2,5 roma ymaieHa
napaBepTeOpanbHast TIekcudopMHas HelipodudopoMma.
IIpy reHeTMYECKOM WCCIEIOBAHUU BBHISIBIIEHA HYKJIe-
otunHast 3ameHa B TeHe RET (chr10:43607621G>A,
c.1597G>A, p.Gly533Ser, NM_020975.4) B rerepo3u-
TOTHOM COCTOSTHUM, YHACJIeIOBaHHAsT OT MaTepH.

JIpIxaTelbHasi ~HEIOCTATOUYHOCTb  TMPOTPECCHPOBaa,
OCJIO>KHUBIIUCH (DOPO30M JIETKMX M XPOHUIECKOM TUTTOK-
cemueii Ha ¢oHe MBJI. KommbioTepHast Tomorpacdust jier-
KUX ToaTBepawia ¢pubpoaTesekTas Jerkux ¢ o0eux CTo-
POH, UTO JeJlaeT UMITIAHTAIIUIO CTUMYJISITOPOB TruadparMbl
HelleslecooOpa3Hoii. B TporHose maryeHTa Tsokeast SHIIe-
aonaTust 6€3 NMepCreKTUBbI COLIMATA3AIIUN.

Iayuenmra T., 17.06.2015 r.p. Auarno3z: ROHHAD-
NET-cuugpom. C 2 neT y 00JHbHOTO OTMEYaJIOCh IPO-
rpeccupyloiee OXUpeHWe, Habmomazach IO  MECTY
SKATETbCTBA C AUATHO30M «KOHCTUTYIIMOHAIBHO-3K30-

TeHHOEe OXXUpeHUue |- CTernmeHu, OBICTPO MPOTrpecCupy-
fomiee 1o 2—3-i creneHu». B 3,5 rona y pebeHka BbISIB-
JIeHO oOpa3oBaHMe TIPABOTO HAAIMOYeYHWKa U B BO3pacTe
4 71eT BBITIOJTHEHA aIpeHaJIPKTOMMSI CIipaBa. B Omikaii-
IIeM TTOCIe0TIepallMOHHOM TIepUOe OTMEUYEHBI STTU30/IbI
armHo3, TUTIEPKAITHUY TIPY TTOTBITKAX MepeBoIa Ha caMo-
crogTenbHOe nbixanne. Haxommnacer Ha MBJI B Teue-
HUM 2 Mec, 3aTeM TepeBeeHa Ha HermHBasuBHY0 WUBJI
yepe3 HOCOpPOTOBYIO Macky. IIpoBeneH Kypc HelpoTpo-
¢duyeckoil Tepanuu M peadUIUTALMU C TOJOXUTETb-
HBIM 3(D(HEKTOM B BHE BOCCTAHOBJIEHUSI CAMOCTOSITEIb-
HOTO JBIXaHUST BO BpeMsT OOAPCTBOBAHUS, TICUXUIECKOM
W IBUTATeTbHOM aKTUBAIIUU peGeHKa.

B Bo3pacte 6 yieT peOeHKY BBLIMOJHEHA MMILJIaHTA-
LIUST CTUMYJISITOpa AruadparMaJbHBIX HEPBOB C IBYX CTO-
poH. Yepe3 2 Mec MOJTHOCTBHIO afgalTHpOBaHa K JbIXa-
HUIO C TIOMOIIBIO CTUMYJISITOPOB IuacdparMbl BO CHE.
Bo Bpemst 6ompcTBOBaHMSI B MCKYCCTBEHHOW BEHTWIISI-
LIUU JIETKUX He HyxXmaeTcs. ExXeromHo mpoBoasTcst KOH-
TPOJIb M KOPPEKLMS TapaMeTpOB PeCITMpPaTOPHON MO -
nepxku. Ilo pesynbraTam oO6CIeIOBaHUS HapyIIeHUS
SHIOKPUHHBIX (DYHKIMI He BBISIBIEHO, COXpaHSETCS
oxupenue 1-ii cremenn. PeGeHOK coumamn3upoBaH,
YCIICIIIHO YYUTCS B 00111e00pa30BaTeIbHOM 1IKOJIE, 3aHU -
MaeTcsl CIIOPTOM.

Iayuenm H., 13.12.2004 r.p. duarno3: ROHHAD-
cuHapoMm. 3abojieBaHre MaHUecTHpoBajao B 3,5 rona,
Korga 3a 3 mec pebeHok HaOpan 10 kr. B 4 roga orme-
YaJjicsl SMU30]1 BEIPAKEHHOM MBIIIEYHON CIabOCTH ¢ Kpa-
TKOBPEMEHHOI OCTAaHOBKOHN JBbIXaHWSI, CYIOpOTamu,
MeHol 130 pTa, KoMoii. Bech mocienytonumii ron pede-
HOK 4YacTo 0oJileJI OCTPHIMU PEeCTTUPATOPHBIMU BUPYC-
HBIMU  WHGEKUIUIMU, OpOHXMTAMU, ITHEBMOHMSIMU
YacTo TOCIUTATIU3UPOBAJICS B OTAEJIeHUE peaHUMAallnu
M MHTeHCUBHOM Teparnuu. B Bo3pacre 5,5 roma 661 iepe-
BeneH Ha anmapatHyio MBJI. ABnenusa sHuedanonatun
BO3HUKJIM TIpU MaHUdecTaluy 3a00JeBaHUS U Me-
JICHHO TIpOTpeccrupoBaiv ¢ Bo3pacTtoM. B Bo3pacrte 8 net
Ha oOcienoBaHMM B ['epMaHUM YCTaHOBJIEH JMArHo3
«ROHHAD-cunapoM» M WMITJIaHTUPOBAHBI CTUMYJISI-
TOPBI AradparMaabHbIX HEPBOB.

Ha MoOMeHT ToCTyruleHusI B OTIeJeHWe peaHuMa-
I M MHTEHCUBHOW Tepanmuu HaydHO-TIpaKTH4ecKOoro
LIEHTpa CHeUUaTbHONM MEIUIIMHCKON TOMOIIN IEeTSIM
uM. B.®D. BoiiHo-SIceHekoro aplana ¢ MOMOIIBIO CTHU-
MyJsisiTopoB Oosee 7 nieT. [1pu mocTyrieHu KOHCTaTUPO-
BaHa 3aBHCUMOCTb OT CTUMYJSTOPOB AuadparMaibHBIX
HEPBOB KPYIJIOCYTOYHO, THIIEPHATPUEMUST TIEPUOIM-
yecku 6omee 160 MMoJb/JI, CUHYCOBasi OpaaruapuTMusI,
3amepKKa pocTa, TUITOTOHAAOTPOITHBIN TUIIOTOHAINU3M,
BTOPUYHBIN TUIIOTUPEO3, BTOPUIHBIA TUTTOKOPTUIIA3M,
HecaxapHbIil nuabeT. B ¢Bsi3u ¢ HemocratouHoi 3 dek-
TUBHOCTBIO JIBIXaHHWSI C TIOMOILIBIO CTUMYJISITOPOB IWa-
(dparMajbHbIX HEPBOB BO BpeMsl HOYHOTO CHa, Tepe-
BelleH Ha HOouHYylo anmnapaTtHyto UBJI. B nHeBHOe Bpems
MPONOKEHa BEHTWISIIUS C TOMOIIBIO CTUMYJISTOpA
nuadparMaibHBIX HEPBOB.
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Tayuenmrka K., 17.02.2017 r.p. Inarno3: ROHHAD-
cuHapoM. M30biTouHasi mpubaBKa Macchl Tejla OTMe-
qajach ¢ POXKIEHUSI, alTHO3 BO CHE — C MJIaJIEHUYECKOTO
BO3pacTa, B CBSI3W C 4YeM YCTAHOBJIEHAa TpaxeocToMa.
B ananuzax kpoBu ummenuch runepHarpuemust no 180
MMOJIb/J, TunepriaukeMust 10 8—10 MMoJb/JI, Ha 3JeK-
TpOKapaArorpamMme perucTpupoBaiach CHUHYCOBasI
TaxuKapausi, BTOPUYHOE ymiauHeHWe WHTepBajga Q-T.
C yyeToM OuYeHb paHHEro Havaja 3abojieBaHUs Oblia
npoBeneHa JIHK-mmarHoctuka cuaapomoB Ilpamepa—
Bumm u BpOXIEHHOTO IIEHTPAJIbHOTO TUITOBEHTHIISI-
IIMOHHOTO CWHIpPOMa, HO MyTallMM B TeHaX, acCOLUU-
POBaHHBIX C JTAHHBIMU 3a00JICBAHUSIMM, HE BBISIBJICHBI.
Y GonbHOI pa3BUiIach TsKemast dHIedaronaTus, Maio-
MOABMKHOCTh. [IpuHMMasi BO BHMMaHWE SHIOKPUH-
Hble HapylIeHUs, BKJIIOYas caXapHbI AUA0eT W OXU-
peHMe TSKEIOM CTENeHM, OT JAeKaHIOMSIINU U TiepeBoaa
Ha HewHBa3uBHYy0 MBJI pemeno Bosmepxartbes. [po-
nojkeHa TpagunmonHast MUBJI.

Iayuenmxa I1., 24.01.2019 r.p. [JdwarHos:
ROHHADNET-cunapoM, accolluupoBaHHBIN C mapa-
HEOTJIaCTUYECKUM ayTOMMMYHHBIM aHTU-HU penen-
TOpHBIM  3HUedanuToM. [aHrIMOHElpobaacToMa
3agHero cpenocreHuss TINOMO. B Bospacte 2 roma
9 Mec OTMevYaluCh TMOBBILIEHWE TeMIlepaTyphbl Tella
10 (HeOpUIbHON B OTCYTCTBUE KaTapalbHBIX SIBJICHUI,
MOBBIIIIEHUE aTMeTUTa, Habop Macchl Teja, MOBBIIIIE-
HUE YPOBHSI TIPOJAKTUHA; BO3HUKIU HEYCTOMUYMBOCTH
MpU X0ab0e, HEBO3MOXHOCTh CHIETh 0€3 MOIIePXKKU,
U3MEHEHME TOjioca MpPU CMeXe, B3I MUMO IIEJH.
ITpu MarHUTHO-pe30HAHCHOM ToMOTrpacuu CITMHHOTO
Mo3ra oOHapyXeHa TaHTJIMOHepoblacToMa, cMellaH-
Has (boraTasi IIBAHHOBCKOM cTpomoii). Ha ocHoBaHuu
MOJIyYeHHBIX JAa0OPaTOPHBIX W KIMHUYECKUX JaH-
HbIX y pedenka 3anono3peH ROHHADNET-cunapom
C TUIOTAJIaMUUYecKol IucdyHKumeir (OBICTpPO IIpO-
rpeccupyioliee OXHWpPEeHHWe, TUTEPIPOJaKTUHEMUS),
BEeTeTaTUBHON IMCPETYNIslueil (rurmeprepmus, Oolee
BbIpaxkeHHasl BO CHe, BbICOKUI1 O0JieBOi mopor), mapa-
BepTeOpalibHbIM  OOpa3oBaHMEeM (MaparaHrjinoma),
MOBEACHUYECKUMM  PAacCTPOMCTBAMU,  KOCOIJIa3ueM
C TITO30M JIEBOTO BeKa.

B Bospacte 3 et cyOTOTanbHO ymajaeHa OITy-
X0JIb cpemocteHusi. I[lpoBeaeHa Tepamus pPUTYKCHU-
MaboOM W BHYTPUBEHHBIMU WMMYHOIJIOOYJIMHAMU.
Ha ¢doHe neueHuss oTMmedyeHa TOJOXUTEIbHAsI NUHA-
MUKa: YJydiIuiach MOTUBALMS K IBUKEHWIO, 4Yalle
cTajla XOOWTh cama, cTaja OOJIbIlle 0OINaThCs, OTMe-
YyeHa TEHIECHUMS K CHIKEHUIO TeMIepaTyphl Teila
BO BpeMs CHa. 3a BpeMs HaOJIONEHUST IhIXaTeJbHBIX
HapyUIeHW, TPeOYIOIMNX PeCITMPaTOPHON MOIAEPKKU
He BbISIBIIeHO. KpaTKoBpeMeHHBbIE BSTU30AbI JTUCI-
HO3 TIPM 3aCBhITTAHUM KYITUPOBAJIKUCH CAMOCTOSITENIHHO,
HapylIeHUs OKCHUTeHAllMd He Habmomanoch. B Bo3-
pacte 6 JIeT COCTOSTHUME YXYAIIMIOCh 3a CYET HapacTa-
HUS ObIXaTeJIbHOW HEIOCTaTOUYHOCTU. B mepcriekTuBe
TUTAHUPYIOTCS OILIEHKa PEeCIMpPaTOPHOro IMOTeHIIMaa,

OBMEH OlbITOM

ofpele/ieHre TMoKa3aHWi K WMIIaHTalUWu auadpar-
MaJIbHBIX CTUMYJISITOPOB.

Iayuenmxa M., 13.10.2016 r.p. Anarno3: ROHHAD-
curapoMm. Jlo 3 et pocia u pa3BMBaiach Mo BO3pacTy.
HNuarnoz «ROHHAD-cuHnpomM» ycTaHOBIIEH B BO3pacTe
3 JIeT Ha OCHOBaHUM KJIMHUYECKOI KapTUHBI U pe3yJibTa-
TOB OOCJIEOBAHUS: TUTTOBEHTWISAIMS B HOYHOE BpeMsI,
SHIOKPUHOMATUS (OXUpPEHHE, TUTIEPIPOJaKTHHEMUYE-
CKWIi CUHIPOM, BTOPUYHBIN TMIOTHPEO3), HapylleHHe
TEPMOPETYJISIINK, dHLEedanonatus Ha (oHe XpOHHUYe-
CKOI rumnepKamHuM, runokcemun. C 3 jleT HaxoAamIach
Ha WHBAa3UBHOW BEHTWJISIIIUU JIETKUX, C 4 JIeT TiepeBeleHa
Ha HemHBa3uBHYIO MBJI.

B Bospacte 7 et 60JIbHOI UMIJIAHTUPOBAHBI CTUMY-
JISTOpHI TuadparMaabHBIX HepBoB. [IpoBomuiachk amarn-
TalMs OBIXaHWS C TIOMOIIBI0 auadparMalbHBIX CTUMY-
nsiTopoB 0e3 yenexa. [1pu cHukeHun maccbl Tena ¢ 39,5
mo 30,5 kxr ygajaoch TOOUTBCS OTHOCUTENILHO YIOBJIET-
BOPUTEIBHOM BEHTUJISILIMM C TIOMOINBIO THacdparMaib-
HBIX CTUMYJISITOPOB B THEBHOE BpeMsI MPHU COXpaHEHUHU
anmnapaTHOW HEMHBA3UBHOM PECTMPATOPHON MOMIEPKKU
BO BpeMsI CHa ¢ JOTIOJTHUTEbHOM JOTaluel KMCIopoaa.
B nuHamMuKe oT™Meuanoch HapylleHue peKOMEHIOBaHHOM
IMETHl U peXrnMa KOpMJIeHUsT peOeHKa MaTepbio, Habop
macchl Tena ¢ 30 go 35,5 kr 3a 3 Hesl, akTuBalMs UHQEK-
LIMOHHOTO TIpoliecca B JIETKUX, UTO MPUBEJIO K JTEKOM-
MeHcauun (QYHKIWKW IOBIXaHUST ¢ HeoOXOIMMOCTBIO
MMOBTOPHOW WHTYOAIIMM M OTKa3a OT CTUMYJSLUM dUa-
¢parMabHbIX HEPBOB. YUUTBIBAas XapakKTep U TSKECTh
OCHOBHOTO 3a00JIeBaHMSI, OCJIOXKHEHHOTO OXUPEHUEM
TSDKEJION CTEeMEeHU ¢ BBIPaKeHHBIM YBEJIMUEHUEM 00beMa
OPIOITHON TOJOCTH, HATbHEUIITNE TOMBITKA OTIYYeHUS
ot anmapara MBJI ¢ nepeBogoM Ha CTUMYJSIIUAIO ITHA-
¢ parMabHBIX HEPBOB TPEACTABIISIOTCS HelleJIecooopas-
HBIMU JIO TIOJTHOTO KyMUPOBaHUsI WH(MEKIIMOHHOTO MPO-
1ecca B JIETKUX M CHIDKEHMST MAcChl Tejia 0 2-i CTeTIeH!
OXXUPEHUS.

Iayuenmra B., 03.11.2019 r.p. Anarao3: ROHHAD-
cuaapoMm. C 2 net 5 Mec y OOIBbHOM OTMEUAJINCh CTpe-
MUTEJIbHBIM Habop Macchl Tejla, CTOMKas JMXopaaka
B nipenenax 38 °C 0e3 KarapanbHbIX siBieHUil. MMenach
SMOILIMOHATbHAS  JTAOMJIBHOCTh  JETCKOTO  BO3pacTa.
B ropmoHanibHOM TIpoduiie BBISIBIIEHa TUIIEPITPOJIAK-
tuHeMust. C 3 JIeT OTMeYalluCh SIBJICHUS aJTbBEOJISIPHOM
TUTIOBEHTUJISILIMY, CHIDKEHUE BO3MYIIHOCTU JIETOYHOM
TkaHu. [locTernmeHHO SIBJIEHUS IBIXaTeJIbHOW HemocTa-
TOYHOCTH TMPOTPECCUPOBAIM 0 OpaanmmHOd W armHOod
BO BpeMsl CHa, ObliIa TiepeBeieHa Ha HenHBa3uBHY0 UBJI
KpyrJIocyTouHO ¢ 3 jeT. B manbHeiieM K MCXOTHOMY
CUMTITOMOKOMITJIEKCY MPUCOSAUHUIICS CHHAPOM 35MO-
LIMOHAJIBHO-TTIOBEAEHYECKUX PACCTPONCTB, OTMEYAIUCh
JIAOMJILHOCTh HACTPOEHUS, SMU30bI TUC(HOPUN, KOTHHU-
TUBHBIE HapymeHns. COH ObUT HapyIIeH: MPePbIBUCTHII
COH, WHBEPCUSI CHA, TIOBBIIIEHAa COHJIIMBOCTD B JTHEBHOE
BpeMsl CYTOK M 4YacThie MPOOYXICHUS B HOYHOE BpeMsl.
B 3 roma 8 mec 6oibHO# HajloKeHa TpaxeocToMa U OCY-
1IeCTBJIeH TepeBoa Ha uHBasuBHylo MBJI. B nunamuke
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IIpoxonves I.T. u coasm. Kpurepuu 1MarHocTUKU U 3hHeKTUBHbIE CTPATETHH JISYUSHHMS IbIXaTeIbHOM HeocTaTouHocTH y aeteit ¢ ROHHAD-cunapomom

WMENTUCh CTOMKasl TUITOHATPUEMHUS, C TPYAOM TOIAAr0-
asicss KOppeKIuy, perpecc MHTE/UIEKTYaIbHBIX U TICHU-
XUYECKUX (PYHKIIMHI, MpOrpeccCupoBaHre TUIIEPCOMHUU,
OpaanapuTMusI.

B Bo3pacte 4,5 roma BEITIOJIHEHA UMIUIAHTAIIAS CTH-
MYJATOPOB auMacdparMalbHBIX HEPBOB, uepe3 3 Mec
MaIMEeHT TIepeBeicH Ha JbIXaHWe ¢ TTOMOIIIbIo nuadpar-
MaJIbHBIX CTUMYJISITOPOB KPYIJIOCYTOYHO C  TIOJHBIM
omtydyeHuem ot anmapata MBJI. CoxpaHsinack Kucio-
pomHas 3aBUCHUMOCTb, OOyCJIOBJIeHHass (UOPO3HBIMU
n3MeHeHUussMU B Jerkux. IIpomosKkanach MacCUBHasI
JOTaIvsl HATPUS C LEeJbI0 KOPPEKIUW TUTIOHATPUEMUH.
ITanyeHT MepeBeneH B CTallMOHADP TTO MECTY JKUTEJIbCTBA
JIUIST JaJTbHEIIero JIedeHUs COMYTCTBYIOIIEH TMaTOJOTHH,
MMOATOTOBKY K BBIMMUCKE JOMOW. JIeTalbHBIN UCXOM B CTa-
LIMOHAPE TI0 MECTY XHUTEJTbCTBA.

ITayuenm T., 19.04.2019 r.p. Inarno3: ROHHAD-
CUHIPOM. DTHIETICUS ¢ MOTOPHBIMU TIPUCTYITaAMU.
OxupeHue 2-ii  creneHu. [uneprnposakTuHemusl,
BropuuHnsbiii runoTupeos. 3abosieBaHue MaHUMeECTU-
poBayio B Bo3pacTe 4 JIET ¢ ObICTPOTO pa3BUTHUSI OXU-
peHus 3-1i crerreHu. B Bo3pacTte 5 et y 60JbHOTO pas3-
BUJICS CYTOPOKHBIN MPUCTYI C OCTAHOBKOW IBIXaHUS,
B CBSI3W C 4eM OOJIbHOU TlepeBelieH Ha WHBa3WBHYIO
MBJI. [lo3nHee HEOMHOKpPATHO OTMEYaJICS JMUJIET-
TUYECKUI CTaTyC ¢ OTEKOM TOJIOBHOTO MoO3ra, Oblia
HajoXeHa Tpaxeoctoma. Ilocie Tombopa TIPOTUBO-
CYIOPOXHOM Tepanmuu W KYIMUPOBAHUS CYTOPOKHBIX
MPUCTYINOB COXpaHsJIach TUMOBEHTUSALMS C JecarTy-
pauueit 1o 80%, mpeuMylLIeCTBEHHO BO BpeMs CHa,
COMPOBOXIAIOMIASICSI  BETeTaTUBHBIMM  PacCTpPOii-
CTBaMM, TUTIOTJUKEMHUEN, TUTTOHATPUEMUE, B CBSA3U
¢ yeM Obuta nmponoskeHa MBJI B HouHnoe Bpemst. KoMm-
TUIEKC TUaTHOCTUYECKUX MEPOIPUSATUI BBISIBUJ TPO-
JIAaKTUHEMUIO, BTOPUYHBIM runoTupeo3. Heilipomere-
HepaTUBHBIE 3a00JIeBaHUS WCKIIOUEeHBI. Pe3ynprar
MeINKO-TEeHETUYECKOTO 00CIeIOBAHUS B 1IEJSIX BBISIB-
neHus gedexra reHa POX2B oTpuniateIbHbBIN; TTOJTHOE
TeHOMHOE CeKBEHUpPOBaHME B paboTe.

Ilocne crabuau3aly COCTOSIHUS C KyIHUPOBaHUEM
KIMHUYECKUX W 3JIeKTpodHLedanrorpapuIecKnx Crum-
NTOMOB BIIIECTICUN, C HOpMaJIM3alnell OMOXMMIYECKIX
rokasarejieil KpoBH, C Y4eTOM COXpaHSIOIIeics TeH-
NEHIIMY K TUTTIOHATPUEMMH, TIPOJIAKTUHEMHEN U Toclie
HUCKITIOUEHUsT WHBIX 3a00JIeBaHMiII, COMPOBOXAAIO-
IIUXCS TUTTOBEHTWJISIIIEN, ObLT TIPEIITONIOXKEH TUarHO3
«ROHHAD-cunapom» 1 peKOMeHI0BaHO MPOAOJIKEHUE
MBJI Bo BpeMst cHa. Ha MOMEHT mocTyruieHusl B OTie-
JIeHWe peaHWMaluy ¥ WHTEHCUBHOI Tepanuu HaydyHo-
MPAaKTUYECKOTO IIEHTpa CHelUaIbHON MeINIIMHCKOM
nomo1iy aetsiM uMm. B.MD. BoiiHo-ceHenikoro pebeHoK
HaxOOWJICSI B SICHOM CO3HaHUM, 0e3 Ipy0oil HEeBpOJIO-
TMYEeCKON CHUMMNTOMATUKKM M WHBIX OPTaHHBIX Hapyle-
HUIi, 00BbEKTUBHO TOATBEPXIeHa 3aBucUMOCTb oT UBJI
BO BpeMs cHa. B KauyecTBe albTepHATUBBI TPAIUIIMOHHOM
MBJI pekoMeHIOBaHa MMIUIAHTALIMSI CTUMYJISITOPOB AWa-
(parMabHBIX HEPBOB.

[aHHble KaTaMHeCTMYeCcKOoro HabnioaeHus
M NpOrHo3

OnvH mauuMeHT HaOMomaacs B OTIEJIEHUW peaHu-
MalMyi W WHTEHCUBHOU Tepanuu HaydHo-TipakTUye-
CKOTO IIEHTpa CIeUUAIBbHOW MEIUIIMHCKOW ITOMOIIN
netsm uM. B.®D. Boitno-fceHenikoro 10 Bo3pacra 17 jer.
Ilpyu paHHeM TIPOTE3UPOBAHUN (HDYHKIIMU BHEITHETO
IBIXaHWs, B 8-JIETHEM BoO3pacTe 3a pyOoexkoM emy ObuLia
BBITTOJTHEHA UMTUTAHTALIUST CTUMYJISITOPOB THacdparMaib-
HBIX HEPBOB, 1 OoJjiee 7 JeT oH oOxomauics Oe3 arnmapara
MBJI. C yyeTom BbIpaxkeHHOI OTHOCTOPOHHEI pejlakca-
1y qradparMbl 1 YMEPEHHBIX CUMIITOMOB TUTIOBEHTH -
Jsiuuu ObUT TiepeBeneH Ha arnmapaTtHyio MBJI Bo Bpemst
cHa. [lo moctmxeHum 18-1eTHero Bo3pacTa TAlMEHT
nepeBeieH BO B3POCIYIO CETh.

[IBa manuyeHTa HaOJIONAIOTCSI W TIOJY4YaloT JieueHUe
B OTIEJIEHUM peaHWMallui W WHTEHCHBHOW Teparmmu
Hayuno-npaktnueckoro 1ieHTpa 6onee 4 jer. Ilpm mep-
BUYHOM TIOCTYIJICHMM OTMeJasiach TsDKesasl IbIXaTeTbHast
HEIOCTaTOYHOCTb, TPEOYIOIIast MPUHYIUTETBHON MHBA3WB-
Hoit UBJI, GbicTpo ObLIM MepeBeneHbl Ha HEMHBAa3UBHYIO
WBIJI, BbITloONIHEHa paHHSIST UMITIAHTALIUMSI CTUMYJISITOPOB
nuadparmbl. B HacTosiiiee Bpemsi, HECMOTPSI Ha COXpaHsIto-
1IYIOCSI CHUMIITOMATUKY OCHOBHOTO 3a00JIeBaHMSI, SIBJICHUSI
TUTIOBEHTWJISILIUY TIOJIHOCTBIO YCTPaHEHBI, IETU COLMAIM-
3UPOBaHbI, OMH M3 HUX MOCENIaeT 00111e00pa3oBaTeIbHYIO
LIKOJTY, JIPYroii TPOXOoAuT oOydeHue Ha aomy. [IporHos
10 3a00JIeBAHUIO U [T KU3HU OJIarOTPUSITHBIM.

Omnua  pebenok moctynmun Ha WMBJI  kpyrmocy-
TOYHO 4Yepe3 TPaxeoCTOMY C TSKeJIO CUMMITOMAaTUKOM
MO0 OCHOBHOMY 3a00JIEBAaHMIO, OCJIOXHEHHOMN NBYXCTO-
POHHHM TOTAJILHBIM (PMOPO30M JIETKIX, O0YCIOBJICHHBIM
YaCTBIMU aCMUPALIMOHHBIMUA ITHEBMOHMSIMM Ha (oHe
HekoHTposnpyemoit UBJI B momainrHux yenosusix. C yye-
TOM TSDKeJIOl 3H1Ie(haIonaTiu B COUeTaHUM C HeoOpaTH-
MBIM TTOpaskeHHEM JIETKUX UMITIaHTAlUsI CTUMYJISITOPOB
Ipr3HaHa HelleJecooOpa3Hoil. beim cKoppeKTHpoBaHbI
napamMeTpbl BEHTWISILIMU, YCTAaHOBJIEHA TPaXeoCTOMUYE-
cKasl TpyOKa ¢ MaHXeTOl, peKOMEHIOBAHO ITPOIOJIKE-
Hue MBJI B nomaniHux ycnosusix. [IporHos no 3abosieBa-
HUIO U JUTS XKU3HU HEOIarompUsITHBIN.

[IBa maimueHTa TIOCTYNMUJIW B OTIEJICHUE peaHuMa-
I M MHTEHCUBHOW Tepanmuu HaydHO-TIpaKTH4ecKOoro
HeHTpa ¢ Tskeaoil ¢opmoit 3aboneBanust, Ha WMBIJI
yepe3 TpaxeocToMy, ¢ OKMpeHUeM 3-i CTerneHHU, ¢ coxpa-
HAIOWIEelCcsT TUIOBeHTWIsIINel, Hekynupyemoir MBI,
3JIEKTPOJIUTHBIMUA PacCTPONCTBAMU, TsIXKeJIoW 3HIeda-
sortatueit. O60MM JEeTSIM ToCe UIMTEIbHON Tpeaore-
pPalMOHHOM MOATOTOBKH, BKITIOYABIIEH KOHTPOJIb MacChl
Tena, KOPPEKINIO 3JIEKTPOJUTHBIX PAacCTPOCTB, MepO-
MPUSTUS TIO YCTPAHEHHWIO BEHTWIISITOP-UHAYIIMPOBAHHOM
IUCcHYHKIMU TracdparMbl, ObLTA UMIUTAHTUPOBAHBI CTH-
MYJISITOpBI IuadparMaibHbIX HEPBOB. B oboux ciyvasix
Ha (oHe TsKenoil 3HUedatonaTu, COXpaHSIOIIEeTrocs
OXUPEHUsST WM TSOKEJbIX SJIEKTPOJIUTHBIX PAaCCTPOUCTB
BBbIpAXXEHHOE YJIydIlleHWe KauyecTBa XKU3HU He TOCTHT-
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Ta6auya 2. Cumnromatuka ROHHAD-cunipoma v nporso3 no 3a00/1eBaHUI0

Table 2. Symptoms of ROHHAD-syndrome and its prognosis
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02.05.2017 K 1 ron 9 mec ++ + + +++ +++ —/+ + — He6mnaronpustHerit
17.06.2015 M 2 roma A A — — — —/— 4 AF BraronpustHbIit
13.12.2004 M 3 rozma 5 mec TR = - 4 R AR 4 a4 BiaronpusiTHbIi
17.02.2017 K C poxnmenust ~ +++  — a4 ++  ++  +/— + — He6mnaronpusitHbii
24.01.2019 X 2 rona 9 mec + + + +++ + —/+ =/t BraronpusitHbIi
13.10.2016 X 3 roma +++ — — ++  +++ +/+ + + COMHUTETbHBIN
03.11.2019 K 2 roma 5 mec ++ — — ++ +++ —/— + + JleTanpHBII MCXOM
19.04.2019 M 4 roma ++ — — ++ + —/+ + — BiraronpusitHbLA

HyTO. [1pn 3TOM Y 0OTHOTO pedeHKa TOMOJTHUTEIHHO Tpe-
ooBanach anmnapatHast MBJI B HouHoe Bpemsi. Jlpyroro
pebeHKa, HeCMOTPSI Ha TSKeJI0e OXXUPEHUE U COXPaHSIIO-
IIYIOCS TUTTOHATPUEMUIO, YIaJI0Ch TTOJTHOCTBIO OTIYYUTh
ot anmnapata MBJI. PebeHok Obu1 mepeBefieH B CTallU-
OHap MO MECTY XUTEJIbCTBA C MOCTOSTHHOM MaCCHBHOM
noTarueir Hatpust. Yepes 4 Mec TTociie TiepeBoia pUIILIO
COOOIIIEHME O JIETAJTbHOM UCXOJIE.

OnnH peObeHOK TTOCTYITMII B BO3pacTe 5 JIeT B TsKe-
JI0#1 popme 3a00sIeBaHMSI, TIPOSIBIISIBIIMMCS OXXKUPEHUEM
u 3aBUCUMOCTBHIO OT anaparta MBJI ¢ poxneHust, Tsoxe-
Jioii ¢hopMoii dHIIeATONaTU, HEKYIUPYEMOW TuIlep-
Hatpuemueir o 180 MMoJb/1, caxapHBIM JIUAOETOM,
HapyleHusiMU putMa cepaua. [lo TsKecTu cocTosiHUsE
M HaJIW4YUIO CONMYTCTBYIOIIMX 3a00JIeBaHUII TepeBOJI
Ha HenHBa3uBHYIO MBJI 1 nMIianTanyss CTUMYJISITOPOB
nuradparMajgbHbIX HEPBOB ObUIM MPU3HAHBI HEIIEIeCO0-
OpasHBIMU. BbIMucaH ¢ MPOAOKEHUEM MPUHYIUTEb-
Hoit MUBJI uepe3 TpaxeocTtoMmyecKyio Tpyoky. Ilporuos
10 3a00JICBAHUIO U IUTSI KU3HU HEOJIarONMpUsITHEIN.

OnuH pebeHOK TOCTYNMuI B Bo3pacTe 4 JieT ¢ Kpa-
TKOBPEMEHHBIMU JUCITHOD, OXHMPEHUEM CpeIHel cTe-
neHu TskecTu. [aHTIMOHe#pobacToMa CpenoCTeHMS
ynajneHa B Bospacte 3 jieT. [losyyaer Tepanuio puTyK-
cuMaboM U BHYTPUBEHHBIMU WMMYHOIIOOYJIMHAMU
Mo ToBoxy ayrouMMyHHoro aHTu-HU penentopHoro
sHuedanmuTa. B Bo3pacTe 6 JeT COCTOSTHUE YXYIIIUIOCh
3a CUeT HapacTaHUs IbIXaTeIbHON HEAOCTATOUYHOCTH,
MPEVMYIIIECTBEHHO BO BpeMsI CHA, OCJIOXHEHHOMN IBYX-
CTOpOHHE# THeBMOHUel. [lepeBeleH Ha WHBA3UBHYIO
MBJI. PexomennoBana HenmusasusHass MBJI ¢ mmocieny-
oIlel UMITJIAaHTAlUe CTUMYISITOPOB AuadparMaibHBIX
HepBOB. OXXUITaeMbIif TPOTHO3 OJIAaTONTPUSITHBIN.

OnuH peOGeHOK ITOCTYNIII B ITNTAHOBOM ITOPSIIKE B BO3-
pacTte 5 JIeT ¢ yCTaHOBJIEHHBIM JUATHO30M, C OKUPEHUEM

2-1i crerienn, Haxonwicst Ha VIBJI yepe3 TpaxeocroMmuye-
CKYIO TPyOKY BO BpeMsT CHa. B aHaMHe3e anmIenTunyecKuin
CTaTyC C aITHOd M MTOCTTUTTOKCUYECKUM OTEKOM TOJIOBHOTO
Mo3ra. Ha MOMEHT ToCTymjieHUsT peOeHOK TOJTHOCTHIO
amanrrupoBaH K MBJI, coxpaHsiercs sHIIedaIonaTus Jier-
Kot creneHu. KnmHudeckue u anekTposHiiedanorpadu-
YeCcKHe SIBICHMS STMUJICTICMU MEeIUKaMEHTO3HO KYIHpPO-
BaHbI. PeOEHOK TOTOBUTCS K UMITJIAHTAIIUY CTUMYJISITOPOB
nuacdparMaabHbBIX HepBOB. [IporHo3 mo 3aboseBaHUIO
W JUTS1 KU3HU OJIarONpusITHBIN (TabJI. 2).

3aknovyeHue

ROHHAD-cunapom xak HO30J0TMYECKas €Iu-
HUIIA B OTJIMYME OT pa3IuYHbIX (DOPM MIAMOTIATUUECKOTO
OXMpEHUsI BCEerna COMPOBOXIAETCS CUMITOMATUKOMN
pPacCTPOMCTB TUIIOTaJaMyca M TSKEJIOW JbIXaTeJIbHOM
HEIOCTaTOYHOCThIO ¢ (DOPMUPOBAHUEM 3aBHCUMOCTHU
or anmapata WBJI. Tlpu oOGHapyXeHWM CHUMIITOMOB
OBICTPOTO OXXUPEHUST U TUTTOTaTaMUUECKUX PaCCTPONCTB
MoKa3aHO IOIOJHUTENIbHOE 00cenoBaHUE, HaIlpaBJieH-
HOE Ha BBISBJICHUE CYOKJIMHMYECKOU TUIMOBEHTWISILIUU
M OMyXoJiell HepBHOI cucTeMbl. [IporHos 3aboneBaHus
B 3HAYUTEIbHOW CTENEHU 3aBUCUT OT CPOKOB JMArHO-
CTUKM U 3(P(HEKTUBHOTO KYyMUPOBAHUSI CUMITOMATUKU.
Pannee mnpore3mpoBaHue (YHKIIMM BHEIIHEro bIxa-
HUS 11 YCTPAaHEHUS! aJbBEOJSIPHON TUIMOBEHTWISILIUU
MO3BOJIIET MUHUMHU3MPOBATh HEBPOJOTUUECKUE TTOTEpU
W YJAYYIIATH Ka4eCTBO KM3HU NManueHToB. MMmanTaums
CTUMYJISITOPOB AuacdparMaibHbBIX HEPBOB C 1IEJbIO TTPO-
Te3UPOBAHUSI CAMOCTOSITEJIBHOTO [bIXaHUsl y TMalleH-
ToB ¢ ROHHAD-cunapomom siBnsietcst 3(heKTUBHBIM
METOJIOM YMEHBIIIEHUsI 3aBUCUMOCTH OT TPaauIIMOHHOM
WBJI. Crumynsumsi auagparMajbHbIX HEpBOB 0oJiee
¢dusnonornyHa, yem TpanuiuoHHas WBJI, ynyuiraer
MOOWJIBHOCTb Y COLIMAIM3ALIMIO MTAlMEHTOB.
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OBMEH OlbITOM

IlepcoHaM3MpoBaHHbIi MOAX0] K FeHETHYECKOI JUATHOCTHKE HACJIEICTBEHHBIX
HEBPOJIOTHYECKHX 32001 BaHMIA

T.B. Koxcanosa'?, C.C. XKuauna'?, T.U. Mewepsxosa'?, A.A. Abpamog’

TBY3 «Hay4yHO-NpakTUYeCKNin LLEHTP CneunananpoBaHHOi MeOULMHCKOM NoMoLLmM AeTam M. B.®. BoiHo-{AceHeukoro
03M», Mocksa, Poccus;

2prAQY BO «Poccuiicknii HauMoHambHbIN UCCeoBaTeNbCKUii MeaMLUMHCKNIA yHuBepcuTeT M. H.U. MNMuporoea» MuHsppasa
Poccun, MockBa, Poccusa

Personalized genetic diagnosis of hereditary neurological diseases

T.V. Kozhanova'?, S.S. Zhilina'?, T.I. Mescheryakova'?, A.A. Abramov’

'Voyno-Yasenetsky Scientific and Practical Center of Specialized Medical Care for Children, Moscow, Russia;
2Pirogov Russian National Research Medical University, Moscow, Russia

IlepcoHam3MpoBaHHAS MeIMIMHA MPEICTABJIAET CO00I COBOKYNHOCTh METO/IOB MPO(MUIAKTHKH NATOJIOTHYECKOTO COCTOSIHUS, AUA -
THOCTHKY W JIEYEHHUS B CJIyYae ero BOSHUKHOBEHHSI, OCHOBAHHBIX HA MHAMBUIYAIbHBIX 0C00eHHOCTSAX manuenta. [Ipodunakrtuka
HACJIeICTBEHHOM U BPOXKIE€HHO# MATOJOTHH — OCHOBHASA 1eJb AeSATEJIbHOCTH YYpeKIeHUi M NoApasaeieHuii MeIMKO-reHeTHYeCKOi
cayx0bl. [IoTpeOHOCTH B reHeTHYECKOM 00CJIeI0BAHUH JIeTell ¢ BPOXKIEHHBIMU M HACJIEICTBEHHBIMU 3200/IEBAHUSIMHI COCTABJISIET
25,3%. Ilo pe3yibTaTamM MCCleOBAHHS M NMPOBEJEHHOTO AHAJIM3A YCTAHOBJIEHO 0OJIBIIOE PA3HOOOpa3He HO30JIOTHYECKHX (opM
HACJIeICTBEHHbIX OoJsie3Heii. B cTtaThe mpencrapiieHbl BO3MOXKHOCTH reHeTHYecKoi JadopaTopun HayuyHo-npakTHyeckoro ueHrpa
CHeNUATN3MPOBAHHON MeTUIMHCKOIT oMoy aeTsaM uM. B.®. Boiino-fcenenkoro u Hay4Ho 000CHOBAHO MCIOJIb30BAHHE METOI0B
MOJIeKY.ISIPHO-TeHeTHYEeCKO# IMarHOCTHKM HACJeICTBEHHOI naTtonorun y nereil. Knunnueckas 3¢p¢eKTHBHOCTDH MOJTHOIK30MHOTO
CeKBEHMPOBAHUA C LEJIbI0 YCTAHOBJICHUS MOJIEKYJSIPHOTO JMATHO3a B JMATHOCTHKE HACJEICTBEHHOH M BPOXKIEHHOW MATOJIOTHH
coctaBwia 73,3%. B paMkax peaqu3anuu CTpaTerHd Pa3sBUTHS MOJIEKYJISIPHO-T€HETHYECKONH JMATHOCTHKM NPOAHAJIM3UPOBAH
CIEKTP BbISIBJIEHHbIX BADHAHTOB HYKJIEOTH/HBIX MOCJI€0BATENLHOCTEl B reHaX, 0TBETCTBEHHbIX 32 BOBHUKHOBEHHE HACJIEICTBEHHOI
M BPOXK/eHHO# maTosiorud. Ha ocHOBe BbIsSIBJIEHHBIX BADHAHTOB JAHbI PEKOMEHIAIMHI BPayaM 1o 3¢ ()eKTHBHOCTH JIeYeHHsI, A TAKIKE
pa3padoTaHbl MHIAMBUIYAIbHbIE MPOrPAMMbI PEAOMIMTAIIMM, B HEKOTOPBIX CJAYYasiX UCKIIOYAIOIIAS XUPYPrHYECKYl0 KOPPEKLHIO
nedeKTa y NAMEeHTOB C ABUTATEIbHBIMU HAPYIIEHUSAMMU.

Karoueswte caosa: demu, nepconarusupoeanHas MeOuyuHa, 2eHemu4eckas OUuaeHOCMuUKa, sHyeharonamus pa3eumus u Snuienmuye-
CKas, NOAHOIK30MHOE CeKBEHUPOBAHUE.

Ans untuposanuns: Koxarosa T.B., XunnHa C.C., Mewyepsikosa T.U., Abpamos A.A. [1lepCoHann3npoBaHHbIi MNoAXoa K reHeTU4ecKkoi ama-
rHOCTMKE Hac/NeACTBEHHbIX HEBPOJIOrn4eckux 3aboneBaHunii. Poc BecTH nepuHaton v neamatp 2025; 70:(2/2): 74-81. DOI: 10.21508/1027—-
4065-2025-70-2 (4.2)-74-81

Personalized medicine is methods for preventing of pathological conditions, diagnosing and treating based on the individual charac-
teristics of the patient. Prevention of hereditary and congenital pathologies is the main goal of institutions and departments of medical
genetic services. The need for genetic testing of children with congenital and hereditary diseases is 25,3%. The diversity of hereditary
diseases was established based on the results of the study and analysis. The capabilities of the genetic laboratory are shown and the use
of methods of molecular genetic diagnosis in children is scientifically justified. It has been shown that confirmation of more than 50%
of genetic diseases by molecular genetic methods makes possibility to implement genotype-phenotype correlations and plan further
medical observation of the child. The clinical effectiveness of whole exome sequencing to establish molecular diagnosis of hereditary
and congenital pathologies was 73,3%. As part of the implementation of the strategy for the development of molecular genetic diag-
nostics, the spectrum of identified nucleotide sequence variants in genes responsible for hereditary and congenital pathologies was
analyzed. Based on the obtained data and identified options, recommendations were given to doctors on the effectiveness of treatment,
and individual rehabilitation programs were developed, in some cases excluding surgical correction of the defect in patients with
movement disorders.

Key words: children, personalized medicine, genetic diagnostics, developmental and epileptic encephalopathy, whole exome sequencing.

For citation: Kozhanova T.V., Zhilina S.S., Mescheryakova T.l., Abramov A.A. Personalized genetic diagnosis of hereditary neurological dis-
eases. Ros Vestn Perinatol i Pediatr 2025; 70:(2/2): 74-81 (in Russ). DOI: 10.21508/1027-4065-2025-70-2 (p.2)-74-81
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Koxcanosa T.B. u coasm. TlepcoHaNN3MPOBAHHbII MOIXOM K TEHETUYECKOI IMArHOCTUKE HACAENCTBEHHBIX HEBPOJIOTMYECKMX 3a001eBaHMIA

Hoz[ MEPCOHAIM3UPOBAHHON ITIOHUMAIOT MEIU-
LIMHY, B OCHOBE KOTOPOW JIEXKWT aHaJM3 XapaK-
TEPUCTUK, KOTOPBIE MOXHO OOBEKTUBHO H3MEPUTH
U KOTOpBIE MOTYT CIYXWTh B KaueCcTBe WHIMKATOpa
(PUBMOIOTMUECKUX M TIATOJIOTMYECKUX OUMOJIOTMIECKUX
MPOLIECCOB WK (hapMaKOJOTUIECKUX OTBETOB Ha MPOBO-
IUMoOe JiedeHre, Ha3bIBaeMbIX OMOMapKepaMu, a Takxke
MpUMeHEHNEe TIEPCOHATM3UPOBAHHBIX METOIOB U CITOCO-
0OB JieueHUsT 3a00JIeBaHUI U KOPPEKIIUU COCTOSTHUT [1,
2]. B ocHOBe mepcoHaNMM3UPOBAHHON MEIWIIMHEI JeXKaT
IMarHOCTUYECKNE OMOMapKephl, BBISIBICHHE KOTOPBIX
U CBSI3b ¢ (haKTOpaMu pHUCKa pa3BUTHS 3a00JIeBaHUS,
3G HEKTUBHOCTHIO NEHCTBUSI JIEKapCTBEHHBIX Tperapa-
TOB, COCTABJISIOT 1IeJTb HAYYHBIX MCCIIEOBaHUIA B 00Ja-
CTU MOJIEKYJIIPHON M KJIETOUYHOW OMOJIOTUM, MOJIEKY-
JISPHOI TEeHETWKHW, OWOJOTUU pa3BUTHS, (HU3UOJIOTHU
UM WHBIX CMEXHBIX OTpacjeil Hayku. BTopoii cocTaBisi-
IOlLIEN, OTpenesIoled pa3BUTHE MEPCOHATU3UPOBAH-
HOM MEIWILWHBI, SBISETCS TEXHOJOTUUYECKOE Pa3BUTHE,
YPOBEHb KOTOPOTO JOJKEH 00eCrneuynBaTh BO3MOKHOCTh
orpeeeH!s TPOTHOCTUYECKN 3HAYMMBbIX OMOMapKepoOB
B MPAaKTUIECKOM 3IPaBOOXPAaHEHUU.

IMepexoa K TMepCOHATM3MPOBAHHOMY 3IpaBOOXpaHe-
HUIO OOBSBIIEH OMHUM 13 TIPUOPUTETOB CTPATETUIECKOTO
passutust Poccuiickoit Menepatnm Ha riepuon 1o 2025 T.
«Crpaterueil HaydHO-TEXHOJIOTMYECKOTrO pa3Butust PM»,
MO3TOMY TpPUMEHEHWEe B MHOTOMPOGUILHON Teaua-
TPUYECKOM KIMHUKE TEePCOHATM3NPOBAHHOIO TTOIXOIa
K TeHETMYECKON IMArHOCTMKE TIO3BOJUT CYIIECTBEHHO
VAYYIINUTE Pe3yJbTaThl JICUEHUS IeTeil, OOTbHBIX MHBA-
MU3UPYIOIIUMU 3a00JIEBAaHUSIMUA, B TOM YUWCJIEe PEIKUMU
(opdannbiMu) [3]. OcHOBHas 11e/1b CO3MaHUs U DYHKIIN-
OHUPOBAHUE MEIUKO-TEHETUIECKOM CITY>KObI B KPYITHBIX
MEIWIIMHCKUX YIPEXKICHUSAX 3APaBOOXPAHEHUS — TIPO-
(pmmakTMKa HACIEeACTBEHHOUW M BPOXICHHON MaTOJIOTUN
Ha BCeX 3Tarax Pa3BUTHUST YeJOBeKa: MEePUKOHIIETIIINOH-
Has TIpo(PMIIaKTHKa, TpeHATATbHBIA CKPUHUHT M Jua-
THOCTUKA, HeOHATAJTbHBIM CKPUHUHT Ha HaCJIeICTBEHHBIE
OoJyie3HH OOMEHa, CMMHAJbHYIO MBIIIEYHYIO aTpoduio
U TIEPBUYHBbIE UMMYHOIEMUIIUTLI, paHHSS TUATHOCTUKA
HACJeACTBEHHBIX 0OJIe3Hel, CBOEBPEMEHHOE Havajo
Crienn(UIeCcKOro JeYeHUsT U BO3MOXHOCTh TTPOBEICHUS
MpopUIaKTUYECKUX MEPOTIPUSITUIL B cembe [4, 5.

IMpu HacnenCcTBEHHBIX U BPOXKIECHHBIX 3a00JIeBAHUSIX
B MaTOJIOTUYECKUIT TIpoliecC, KaK MPaBUIIO BOBJIEKAETCS
TPU CHCTEMBI OpraHu3Ma 1 6oJiee U MOTYT BCTpEYaThCst
B TMpaKTUKe Bpaya 000N CreluasbHOCTA. TakuM
0o0pa3oM B MHOTONPOMUIBHON IeANaTPUIECKON KITH-
HUKe 1IeJIeCO00pa3HO CcO3IaBaTh MEIUKO-TeHeTHUecKast
CIyXO0y CO CBOMMM KIMHUYECKUMU BpadyaMU-TeHETHU-
KaMH U TreHeThdYecKoii jabopartopueit [6, 7]. OcHOBHBIE
HaydHble JOCTIKEHHMSI B OOJIACTH COBEPIICHCTBOBAHUS
MEIUKO-TEeHETUUECKOTO KOHCYJIbTUpOBaHUsS B Poccun
CBSI3aHBI, TJIABHBIM 00pa3oM, ¢ pa3pabOTKOM ITPOTOKO-
JIOB TWAarHOCTUKHU M pacueTa prcKa Ha OCHOBE Pe3yiib-
TaTOB  MOJIEKYJISIPHO-TEHETUUECKUX  MCCIIeIOBAHMUIA.
IMpn MemUKO-reHEeTUYeCKOM KOHCYJIbTUPOBAHUN METO-

KA 00CIeT0BaHUS OOBHBIX COCTOUT M3 KIIMHUYECKOTO
aTara ¢ YCTaHOBJIGHWEM TpPeABAapUTENIbHOTO IMarHo3a
W OmpeneseHusT TTOKa3aHUi y TPOBEIeHUIO JTabopaTop-
HBIX UcclienoBaHuii [7—9].

Ilenb padoThI: ONMTUMM3ALIMS T€HETHUECKON THarHo-
CTUKM HACJEACTBEHHON IaTOJOTMM HEPBHOM CHUCTEMBI
B MHOTONPOGUJIbHOM IETCKOM KIMHUKE

XapakTtepucTuka petei U MeToabl UCCeaoBaHUS

OOcnenoBaHbl  TAIMEHTbI,  TOCMMUTAJIM3UPOBAH-
Hble B oTaeleHus: HaydHO-TIpaKTMUECKOTO  IIeH-
Tpa CHEeHUAIU3UPOBAHHON MEIUIIMHCKON TTOMOIIN
netssm uMm. B.D. BoiiHo-Scenenkoro, B Bo3pacte ot 0
no 17 ner. C 1enblo onucaHusl KIMHUYECKON KapTUHBI
3a00J1eBaHUS Y TIALMEHTOB TMPOBEAECHBI KIMHUKO-TeHE-
aJIOTUYECKUI aHallu3, OCMOTP C I1I€JbIO BBISBICHUS
MaJIbIX aHOMAJIMX U MOPOKOB pa3BUTHS, JTabOpaTOpHBIE
W WHCTPYMEHTAJbHBbIE WCCIEAOBaHUS (KOMITbIOTEP-
Hasg W MarHUTHO-pe30HAHCHasi ToMorpadus, YiIbTpa-
3ByKOBO€ MCCJeNoBaHUE, BHUIE0-DDI-MOHUTOPUHT).
BoimonHeH (heHOTUNMUYECKU W CHUHIPOMOJOTUYECKUI
aHaJIN3 ¢ WUCMOJb30BaHUEM 0a3 MAHHBIX W OKCIEPTHBIX
JMUAarHOCTUYECKUX CHUCTEM, TPUMEHSIEMBIX I TIpel-
BapUTEIbHON JMArHOCTUKW MOHOTEHHBIX OoJie3Hei
1 XPOMOCOMHBIX CUHIPOMOB: KaTaJloT MEHAETUPYIOIINX
npuszHakoB yenoBeka B. Mak-Ksiocuka (OMIM); noH-
noHckast (Oxcdopackas) MenuuuHckash 6a3za JaHHBIX
(LMD); ORPHANET; wynbtTuMenuiiHas wuHdopma-
LIMOHHO-CTIpaBOYHasl cucTeMa «BpoxXmeHHBIE MTOPOKK
pazButusi». OT pomuTeneil TAlMEHTOB  ITOJIYYEHO
MHOOPMUPOBAHHOE COTJIacue ISl TIPOBEICHUST MOJIEKY-
JIAPHO-TEHETUYECKUX HMCCIeTOBaHUN (CEKBEHUPOBAaHUE
1o CaHrepy, MOJTHO9K30MHOE CEKBEHUPOBAHNUE).

Pe3ynbTathl  06cyxaeHue

B ormenenmsax — HayyHo-mpakThueckoro  IIeH-
Tpa CHEeHUAJIU3UPOBAHHON MEIUIIMHCKON TTOMOIIN
netssm uM. B.@. BoitHo-SIcenenkoro 3a nepuon ¢ 2017
o 2024 r. MpOKOHCYILTUPOBAHbLI BpadyaMi-TeHETUKAMU
6562 mauumenTta (25,3% ot BbIMUcaHHBIX). Cpean Bcex
MPOKOHCYJIFTUPOBAHHBIX 32 JAHHBIN TTEPUOJ 3HAYNTEITb-
HYIO JIOJTIO TIaIIMeHTOB COCTABJISIOT JIETU TICMXOHEBPOJIO-
TU4ecKoro otaeneHus (puc. 1).

B cTpykType BBISBICHHOI IMATOJOTMU Y TALIMEHTOB
npeo01anatoT MOHOTEHHbIE (POPMBI SITUICTICUM, SHIIE-
dayornatu pa3BUTHS U SMTUIETITUYECKUE, MOHOTEHHBIE
(GopMBI HapYIIEHWST MHTEJUIEKTYATbHOTO Pa3BUTHSI, Pel-
KWe TeHEeTWYECKHEe CHHAPOMBI C TPEUMYIIECTBEHHBIM
MopaxkeHueM HEepPBHOM CUCTEMBbI M CIaCTMUYECKHUe Tapa-
ruiern. Ha ocHoBaHMUM TIpoBefAeHHON (eHoTummYe-
CKOI OLIEHKM Bpau-TeHETUKU OMPEAEIISTIOT TaTbHENUIIYIO
TaKTUKY MEIUINHCKOTO COMPOBOXICHUS TMallMEHTOB,
MOKa3aHUs K Ha3HAUYEHWIO MOJIEKYISIPHO-TEHETUIECKUX
WUCCIIeIOBAHUI C 1IeJIbIO MOUCKA MPUYUHBI 3a00JIeBaHUSI.
IpoBeneHWe TEHETUYECKOM AMATHOCTUKU — BasKHBIN
aTan MeIUKO-TeHETUYECKOTrO0 KOHCYJIbTUPOBAHUS IPO-
OaHaa 1 yjeHoB ero cembu [10].

POCCUVICKWIA BECTHUK MEPUHATOJIONMN U MEANATPUM, 2025; 70:(2/2)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2025; 70:(2/2)

75




OBMEH OlbITOM

B reHeTMueckoM WcCCIenOBaHUM HYXIaauch 85%
MallMEHTOB, TTPOKOHCYJBTUPOBAHHBIX BpauaMH-TeHETH-
kamu. B reHermueckoit naboparopuu HayuHo-mpakTu-
YeCKOro IIeHTpa CIelMaaIn3MpOBaHHON MeEIUIIMHCKOMN
nomomu netsaMm ¢ 2017 mo 2024 r. 1341 mameHTy BBITION-
HEHBI TeHeTHJecKux ucciemnoBanus (80% ot Hyxmaro-
muxcs B JIHK nuarnHoctuke), B Tom uncie:

— uccnenoBaHmii kapuornna (mo 2020 r.) — 463
MalueHTa;

— CEKBEHHUPOBaHME TaHEeIM TeHOB M 3K3oMa — 431
MaIyeHT;

— cekBeHupoBaHue reHa SCNIA — 235 nauneHra;

— Tmouck mytauuit B rene PHOX2B — 39 nanmeHToB;

— TIOMCK 4YacThIX MyTauuii B reHax FGFRI, 2, 3 — 64
nanyeHTa (MetTonuka BHeapeHa ¢ 2018 1.);

— cekBeHUpoBaHMe reHa SLC2A1 — 69 nmaieHToB;

— CeKBeHUpOBaHUe reHa RP65 — 3 mammenTa (MeTo-
nuka BHeapeHa ¢ 2021 1.);

— aHaJIn3 aJjuIeIbHOTO METUJIMPOBaHUS — 27 malu-
eHTOB (MeToarKa BHenpeHa ¢ 2021 1.);

— cexkBeHupoBanue reHa WT1— 10 mauneHToOB.

B 2017—2024 rr. meronom NGS o6GcnenoBan 431
MalMeHT: UCCeNoBaHue TaHesln reHoB «HacnmencTBeH-
Hasl STWJIETICUsI» BBITIOJTHEHO 22 MallMeHTaM 1 MOJHO9K-
30MHOE ceKkBeHupoBaHue — 409 manneHTam.

IMocne 3aBepmieHus B 2003 r. macmTabHOro mpo-
ekra «['eHOM 4enoBeka», Oylaromapsi KOTOPOMY ObLI
IMOJIHOCTBIO CEKBEHUPOBAH TEHOM 4YeJIoBeKa, IoKa-
3aHO, 4To B cTpykType JHK conmepxurcsa oxkono 35
000 TeHOB, KOIDUPYIOIIMX OEJKM, YTO COCTaBJsIET
1,5% renoma. M3 Bcex reHoB, 80% sKcmpeccupy-
I0TCSI B TOJIOBHOM Mo3re. [loaTomy OOJBIIMHCTBO
HacCJIENICTBEHHOM MaTOJOTUU COIPOBOXIAETCS Hapy-
meHussMu HepBHOU cuctembl [10, 11]. Bkmaa reHe-
THUYEeCKUX (PaKTOPOB B pa3BUTHE HEBPOJOTMYECKUX
3a00JIeBaHU M3BECTEH JaBHO, M OOJBITMHCTBO TOJY-
YEeHHBIX HAYYHBIX JOCTUXKEHUI B TOUCKE MPUIMHBI
NIAHHOW MaTOJOTMU NOCTUTHYTHI OJlarogapsi BHeJpe-
HUIO COBPEMEHHBIX METOIOB MOJEKYJISIPHO-TEHETH-
yeckuit ucciaenoBanuii [11]. CorimacHo 06a3e HaHHBIX
HacjeACcTBeHHbIX 3a0oneBaHuit OMIM (Online Men-
delian Inheritance in Man) nag 7000 HaciencTBEHHbBIX
3a00jiIeBaHUIl yCTAHOBJIEHAa MOJIEKYJIspHas OCHOBa,
npu 3T1oM 40% 3a6o0sieBaHUIT acCOLMUPOBAHBI C Hapy-
IIeHWEeM pa3BUTUSI HEPBHOI cuctemoit [12, 13].

B cTpykType BBISIBIEHHOW Te¢HETUYECKOW IaToJo-
TMA Yy TAIMEHTOB TICUXOHEBPOJOTUUECKOTO OT/IeIe-
HUS JOMUHUPYIOT MOHOTEHHBIE (OPMBI SIUJIETICUU,
sHIIedaTonaTu pa3BUTUS W SMUICTITUYECKUE BHIIE-
(anomnaTuu, MOHOTeHHBIE (DOPMBI HAPYIIEHUS WHTEI-
JIEKTYaJJbHOTO Pa3BUTHSI, pPEIKHWE TeHEeTHMYEeCKHUe CHUH-
JIIPOMBI C TIPEMMYIIECTBEHHBIM TTOPaXXeHWeM HepBHOM
cucteMbl. B ciyyae OTHENBbHBIX MOHOTEHHBIX (OpM
STUJICTICUU, KOTJA MO KJIWHWYECKUM W JUATHOCTUYE-
CKUM KPUTEPUAM MOXKHO MPEINOJOXUTh KOHKPETHBIN
CUHIIPOM, MOJIEKYJISIPHO-TE€HETUYECKHUE MCCIIeI0BaHUS
11eJ1IecCo00pa3HO HaUMHAThL C TTIOMCKA BapMaHTOB HYKJIE-

41,30%

mHO-1

4,60% mHO-2

11,70%
4,70% "

m OMHHA,

gfzms m00

19-3‘\ . 8,70%

Puc. 1. lons nauueHTOB, NPOKOHCYJIbTUPOBAHHBIX BpayaMu-
reHeTHKaMH B otTAejeHnsx HayyHo-mpakTHYeCcKOro meHTpa
CIenUATU3HPOBAHHOM MeIMIMHCKO momomu netsm JI3M»
3a 2017—2024 rr. (coctasaeHo apropom). [IHO — ncuxones-
posornyeckoe otaeienne; OITHH]L — otaesenue naTojoruu
HOBOPOK/IEHHBIX M HeJIOHOUIEHHBIX JeTeii; OO — oHKoJIorHYe-
ckoe otaeneHne; XO — xupypruyeckoe otnesienne; OPUT —
OT/IeJIeHHe peaHuMAaNiy 1 MHTeHcnBHOI Tepamun; KKO — k-
HHUKO-KOHCYJIbTATHBHOE OT/AEJIeHHe.

Fig. 1. The proportion of patients consulted by geneticists in V.F.
Voyno-Yasenetsky Scientific and Practical Center of Specialized
Maedical Care for Children in 2017—2024 (Made by the author).

OTHUJIHOM TIOCIEA0BATEIbHOCTU B OTIENbHOM TeHe. Tak,
B HayuHo-mpakThuecKoM IeHTpe CIeluaau3upoBaH-
HOI MEIUIIMHCKOM TTOMOIIU IETSM MPOBOAAT AUATHO-
cTUKy cuHApoMa JIpaBe U cuHIpoMa aeduiuTa TpaHC-
rnopTepa riIoKo3bl 1-ro Truma.

Bapuantsl B reHe SCN 1A cBsi3aHbBI ¢ «3HIIedanona-
THEW pa3BUTHUS U STMWJIETITUUECKON dHIebhaonaTueit
6B, He JIpaBe» (Developmental and epileptic encepha-
lopathy 6B, non-Dravet; MIM# 619317), «cuHApOMOM
HpaBe» (Dravet syndrome; MIM# 607208), «ceMeii-
HbIMU (bebpusbHbIMU cympoporamu, 3A» (Febrile sei-
zures, familial, 3A; MIM# 604403), «reHepaJin30BaH-
HOM snmiencueil ¢ GeOpuabHBIMU CYyAOpOTaMu TLTIOC,
tun 2» (Generalized epilepsy with febrile seizures plus,
type 2; MIM# 604403) u «ceMeifHOI TreMUIIIernye-
cKoit MurpeHbto, 3» (Migraine, familial hemiplegic, 3;
MIM# 609634). TTo maHHBIM HAyYHOW JMTEpaTypHI,
BapuaHThI B TeHe SCN 1A BBISIBASIOTCSI Y OOJIBITMHCTBA
mauneHToB ¢ cuHapoMoM JIpase (80—90%) m ToNBKO
B 10—20% cnyyaeB — y MalMeHTOB C TIeHEpaJn30-
BaHHOW oanujerncueit ¢ (GpeOpUIbHBIMU CyIOpOraMu
toc [14].

Hma  moprBepxkaeHus SCNIA-accolmmpoBaHHBIX
SIUJIETICUI UCTIONB3YIOT MPSIMOE CEKBEHUPOBAaHHUE KOI -
pYIOIIMX TOCIenoBaTe/bHOCTeH (3K30HOB) TeHa SCNIA.
BapwaHThI B mtaHHOM TeHe BbIsiBIIeHBI Y 30 (12,8%) manu-
eHToB: ¢.1034G>A, c.1178G>A, ¢.215T>C, ¢.2345C>T

mX0
mOPWUT

mHKKO

c.2678G>A, ¢.2875T>C, ¢.3036C>T, ¢.3700C>T,
c.3952C>T, ¢.3970—1G>A, c.4354T>C, c.479C>A,
c.664C>T, c¢.3700C>T, ¢.3970—1G>A, c.4754G>A,

c.4139A>G, ¢.4888G>T. IIpu obHapyKeHUU Y GOIHHOM
myTauuu B reHe SCN 1A oGcrienoBaHe ¢ 11eJIbIo OTpese-
JIEHUST TIPOMCXOXIECHUST HaWIeHHOTO BapMaHTa TMPOBO-
WA Y POIUTEIICIA.
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CuHgpoM peduiuTa TpaHcmopTepa TIIOKO3bI 1-To
tuna (GLUTI1 deficiency syndrome, 6o7e3Hb n1e Buso,
OMIM #606777) — penkoe reHeTUIECKOE HEBPOJIOTHYE-
cKoe 3a00JieBaHNEe, KOTOPOE TPOSIBIISIETCS] paHHEN SHIIE-
(damomarueit, CUMNTOMAaTUYECKOM (hapMaKOpPE3UCTEHT-
HOW 3nujerncui, NpUOOPeTeHHOI MuKpoledanuei,
3aIePKKOM TICMXOMOTOPHOTO pa3BUTHUS, CIMACTUIHO-
CTbIO, aTaKCUEU, MN3apTPUEN U ATbTEPHUPYIOIIEU TeMU -
ruterneit [15]. Tomon wnau yBenuueHUe TPOMEXYTKOB
MeXIy MpreMaMU UMW YCYTYOISIOT CUMITOMBI CHH-
npoma gepuunta GLUTI, mpu 3TOM ynydiieHre cOCTO-
STHUSI HACTYTaeT Tociie pruemMa nuiuy. CuHapoM aedu-
LIMTa TPaHCIIOpPTepa TIIOKO3bI 1-TO THIA acCOIMUPOBAH
¢ BapuaHTtamu B reHe SLC2A1 [15]. dns noaTBepXaeHUsI
cuHIpoMa AedUIMTa TpaHCTIOpTEpa TIIOKO3bI 1-To THITa
MPOBOIUTCS TPSIMOe CEeKBEHUPOBaHUE 3K30HOB TeHa
SLC2A1. BapuanTsl BeisiBiieHbI y 10 (18,2%) manneHTOB:
¢.1088G>A 9 sk30H, ¢.1223G>C 9 »k30H, ¢.635G>A
5 9k30H, ¢.650A>T 5 sk30H, ¢.680—12 C>A 5 uHTpOH,
c.667C>T 5 sk3o0H, ¢.902C>T 7 sk30H, ¢.913C>T 7
9K30H, C.143G>A, 3 5k30H, c. 114+2T>C, 1 uHTpOH,
¢.239C>T, c.457C>T. Tlpu obHapyXeHUU Yy OOJHHOM
myTauuu B reHe SLC2A1 oGcnenoBaHMue C LIEJbIO Ompe-
JeJIeHUs IPOVCXOXKIECHNS HaliIcCHHOTO BapyuaHTa MPOBO-
WU Y POAUTENCH.

B Hacrosiee Bpemsi KeTOTeHHasl OueTa SIBJISIETCS
BecbMa 3(D(HEKTUBHBIM METOAOM Tepanuy — yMeHbIIa-
I0TCS MPOSIBIIEHUST KIIMHUYECKUX CUMITTOMOB CUHIPOMA
neduunTa TpaHCImopTepa MII0KO3bl 1-ro TUMa, B TIEpPBYIO
odepeb CyIOPOXHOTO CMHIPOMA M JBHUTATEJIbHBIX pac-
CcTpoiicTB. KeToHOBBIE Tejla TMPOHUKAIOT Yepe3 reMaro-
sHIedaTNIecKuil 6apbep MOCPEACTBOM JIPYroro Oeirka-
TpaHCIIOpTepa U, TaKUM 0OGpa3oM, 00ecIeuyrnBalOT MO3T
HEOOXOIMMBIM KOJTMYECTBOM SHEPTHUH IJIsI MeTaboIM3Ma.
KeTorenHas auera, Kak IpaBUIo, XOPOIIO TIEPEHOCUTCS
marueHTaMu. [TporHo3 6JaronpusTHBIN, eCId KeTOTeH-
Hag IveTa HaUMHAEeTCs B paHHEM JeTCTBE.

B cBsI3M €O CTpeMUTENbHBIM pa3BUTHEM TEHETUKU,
ornrcaHueM OOJTBIIIOTO KOJIMYECTBA TEHOB U UX B3aUMOC-
BSI3U ¢ (DeHOTUTIAMU, B OOJILIITMHCTBE CJIy4aeB MbI CTaJI-
KWBaeMcCsl B KIMHUYECKOM TPAKTHUKe ¢ (hDeHOTUITUIECKU
BapuabeIbHBIMU M T€HETUYECKU TeTePOTeHHBIMU 3a00-
JieBaHUAMU. Biaromapst pa3BUTHIO COBpEMEHHBIX TEXHO-
JIOTWII B MEIWULIMHCKON TEHETUKE, B YaCTHOCTU MAacco-
BOTO TapajuieJibHOro cekBeHupoBaHusi — NGS, Ternepb
€CTb BO3MOXXHOCTb TTPOYUTHIBATH IMTOJTHOCTHIO BECh TEHOM
YeJIOBeKa M OJHOBPEMEHHO TMPOBOIUTH MOUCK pPa3jiny-
HBIX TUIIOB MyTaluii B ogHOM oOpa3sue [16—18]. Oco-
OGEHHO IIMPOKOE TPUMEHEHNE B KITMHUYECKOM TTPaKTHKe
MOJIYYMITA METOAUKU TTOJTHO9K30MHOTO M TIOJTHOTEHOM-
HOTO CEKBEHUPOBAHMSI.

ITpy MONTHO3K30MHOM CEKBEHUPOBAHUU UMTAIOTCS
TOJIBKO O€I0K-KOAUPYIOIIMe Yy4acTKM TeHoMma, OJiaro-
JIapsi 9eMy MOKeT OBbITh BBISIBIEHO 75% wmytauwmit [19].
ITorHOTEeHOMHOE CEeKBEHUpPOBaHWE JaeT BO3MOXKHOCTH
JIOTTOJTHUTENIBHO TTOJy4aTh MH(MOPMALUIO 0 HEKOIUPY-
IOIIUX yJYacTKaX, MpOoaHaJIM3UpoBaTh BapuallliyM YKCIIa

KON (TIPOTSKEHHBIMU ~ TYTUIMKALMU W JeJIeIUN
B T'€HaX, XPOMOCOMHbBIEC TEePECTPONKM) M DKCIIAaHCUU
Yucia MTOBTOPOB, a TaKXKe CEKBEHUPOBATh MUTOXOH/IPU -
albHBIN TeHoM [19]. B kIMHMYEeCKO TpakKTUKE BBICO-
KyI0 JMAarHOCTUYECKYI0 3HAUMMOCTh MMEET ITOJTHOIK-
30MHO€E CeKBeHnpoBaHue [19].

B pesynbraTe uccinemoBaHUWsI M JaJIbHEMINIETO aHa-
JIM3a MOJYYeHHBIX pe3yabTaToB y 316 (73,3%) manueHToB
BBISIBJIEHBI BapUaHThl HYKJIEOTHUIHOW IOCIe0BaTEb-
HOCTH B TeHax. ¥ 115 (26,7%) manueHTOB TIaTOTeHHBIE
reHeTUYeCKMe BapuaHThl He OOHapyXeHbI, YTO BEpO-
SITHO, TIpeAroJyiaraeT Ju0O HETreHETUYECKYI IPUPOLY
3a00JieBaHMSI, TMOO HAJIMYME BapuaHTa HYKJIECOTUIHOM
MOCJIEI0OBATEIbHOCTY B HEKOMWPYIOIIEH 4YacTh TeHa
(MHTPOH) WJIX XPOMOCOMHOI MEePECTPONKH.

B ctpykType cuHapomaibHoii matonoruu (rmo OMIM)
Mpeobafaay MalueHThl ¢ BBISIBICHHBIMU BapuaHTaMK
HYKJICOTMIIHOW TIOCJIeIOBAaTeIbHOCTM B TeHaxX, acco-
LIMMPOBAHHBIX C 2HUEedasonartueil pa3BUTUS U OMU-
JIEITUYECKON  BHIedanonarueir, HacJleACTBEHHbIMU
HapyIIEHUSIMU Pa3BUTHUSI HEPBHOW CUCTEMBI U pEIKHE
reHeTu4Yeckue CUHAPOMBI (puc. 2). Jons mauueHToB
C MOHOTEHHBIMM (hopMaMU HapyIIeHUsT MHTEJIIEKTYab-
HOTO pa3BuTHs coctaBuia 12,9%, ¢ HepBHO-MBIIIIEUHOM
naTtojiorueir  (BpOXAEHHBbIE MHUOIMATUU, MHUOIUCTPO-
un) — 6,3%.

PazHooOpa3ue BBISIBJIEHHBIX BapuaHTOB HYKJIEO-
TUJIHOI MOCJIeT0BAaTEIbHOCTU B TeHax, HamboJiee 4acTo
BCTpeYaeMbIX y MAllMEHTOB, MpPEICTaBJIeHO Ha puc. 3.
VY 13 nmaumneHTOB BbISIBIEHB BapuaHThl B reHe SCNIA,
B 5 cllydasix y TMallMeHTOB BBISIBJIEHbI BapUAHTHI B TE€HE
MECP2 (cuagpom Perra, OMIM #312750), B 6 ciy-
yasix — BapuaHThl B reHe T.SC2 (TyOepo3HbIii CKiepo3 2
turma, OMIM #613254), B 4 cnydas — B reHax PCDH 19
(sHUE(danonaTHs pa3BUTUS U SMWIIENITUYECKasT dHIeda-
norarust, Tt 9, OMIM #300088), GRIN2B (sHueda-
JIOTIaTUST Pa3BUTUSI U STMWIIENITUYECKAsT dHIIehaionaTusl,
tumn 27, OMIM # 616139) u B rene SPTAN1, BapuaHThbI
B KOTOPOM acCOIIMMPOBAHBI C pa3BUTHEM 3HIledanona-
TUM Pa3BUTHS U STUJIENITUIECKOI dHIIe(haTonmaThu T 5
(OMIM#613477).

DNuIenTUIeCKre CUHAPOMBI, BOBHUKAIOIINE Y HOBO-
POXXIEHHBIX U JIeTeil TpyaIHOTo Bo3pacTta, cortacHo ILAE
(MexnyHapoaHasi ura 1o 0ops0e ¢ amuercueii) pas-
NEJISTFOTCSI Ha JIBE TPYIbI: 3MUJIETICUSI C BO3pPAaCTHOM
CTMIOHTAHHOW peMuccueid 1 3HIedaNoNnaTuu pa3BUTUS
u smuenTtudeckue [20—24]. DHuedanonaTus pa3BUTUS
W SIWIETITUYeCKAasT — TsDKeJble HapyIIeHUs] pa3BUTHUS
HEPBHOI CUCTEMBbI, KOTOpbIE XapaKTepu3ylTcsl dapma-
KOPE3UCTEHTHBIMU CYOpOraMu, ¢ Je0I0TOM B MEpUOE
HOBOPOXJIEHHOCTU WJIW B HETCTBE, C 3aePKKOW TICU-
XOMOTOPHOTO U MHTEJUIEKTyaJlbHOTO pa3Butus [21, 22].
B GonpiMHCTBE cilydyaeB B OCHOBE TaToreHesa sHIiieda-
JIOTIATUW Pa3BUTUSI U SMUICTITUYECKON JIEXKUT TIPSIMOE
BIMSIHME BapuaHTa B reHe [23, 24]. B kauecTBe reHeTH-
YecKOro WCCJIENOBaHUSI C 1IeJIbI0 OOHApYKEHUsSI Bapu-
aHTa MpU dHUE(ATONaTUMN Pa3BUTUS U SMUJIETITUYECKON
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JMIOCTYITHBI MacCOBOe MapaJuleJlbHOe CEeKBEHUpPOBaHUE
(TTaHe IV TEHOB, TTOJTHORK30MHOE U TMTOJTHOTeHOMHOE CeK-
BEHMPOBAHMWE) U METOJI XPOMOCOMHOIO MMKpOMaTpuy-
HOTO aHaju3a [25, 26].

Cpeny mamueHTOB, HaOmiomaBmmxcsd B HayunHo-
MPaKTUYECKOM IIEHTpe CHeaIu3upOBaHHON Meau-
LIMHCKOM TIOMOIIM IETAM, Tpeobiamaia IOasl C BBISIB-
JICHHBIMM BapuMaHTaMU B TeHaxX, aCCOLIMUPOBAHHBIX
¢ sHIIedaNoNaTiel pa3BUTHS U SIWICNTHUECKOi. Bbuta
chopMmupoBaHa Tpyniia U3 85 MalMeHTOB ¢ JaHHOM
nmaToyioTveil. Y Bcex IMallMeHTOB ObUIM (hapMaKope3m-
CTeHTHBIe cymoporn. CpemqHMi BO3pacT AeOIOT Cyaopor
cocraBun 15,4 mec (ot 1 cyt no 13 net), npu aTom y 17
(20%) malMeHTOB BO3HMKHOBEHWE TPUCTYIIOB IUArHO-
CTUPOBAHO B HEOHATaJbHOM Tlepuose (TepBbie 28 mHel
KM3HU pebeHka). OCHOBHBIMU TUTIAMY TIPUCTYTIOB OBbLIN

26,90%

18,9

12,90%

OBMEH OlbITOM

TOHWYECKWE, OwiaTepaibHble WJIM TeHepalu30BaH-
Hble TOHMKO-KJIOHUYECKUE CYIOpOTH, WHOAHTUIbHBIE
crna3Mbl M MHUOKJIOHMU. HaumbGonee yacto HaGmonae-
MBIMH 3JIeKTpOdHIIeDaTorpaMuecCKUMN U3MEeHEHUSIMU
ObLTH (POKATbHBIE perncTpupyeMble paspsiabl (29,4%).
ITpu MarHUTHO-pe30HaHCHOI ToMorpaduu B 57,6% (49
MalMeHTOB) CJIydyaeB He BBISIBICHO M3MEHEHUWI TOJIOB-
HOTO MO3ra.

JI1st MHTepIpeTalli JaHHBIX TTOJTHO3K30MHOTO CEK-
BEHUPOBAHUSI WCIOJIb3YIOT PEKOMEHAAIMU C KpUTe-
pusmu ACMG (American college of medical genetics).
B pesynbratel B 23 (27,1%) cinydasix MAeHTUDULIAPO-
BaHBI paHee OINMMCAHHbIE MaTOTeHHBbIE BapUaHTHI, B 16
(18,8%) — BeposTHO TatoreHHble U y 46 (54,1%) —
BapMaHThl C HEW3BECTHBIM KIMHMUYECKUM 3HAaYeHUEM
(puc. 4).

12,70%
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Puc. 2. I[OJ'[H CHHAPOMAJIbHOI MATOJIOTUH, BbISIBJIEHHON Y MAIMEHTOB MO pe3yJIbTaTaM MACCOBOr0 MAPAJLIEIbHOTO CeK-

BenupoBanus (CocTaBiieHO aBTOPOM).

Fig. 2. The proportion of syndromic pathology identified in patients based on the results of massive parallel sequencing

(Made by the author).
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Puc. 3. Tenbl, B KOTOPbIX HanboJiee 4aCTO BbISIBJIEHBI BAPUAHTHI HYKJICOTUIHOM nocenoBareabHocT. (CocTaBieHo

aBTOPOM).

Fig. 3. Nucleotide sequence variants were most frequently identified in genes. (Made by the author).
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B cTpykType HOMMHUpOBaJM BapWaHThl B TeHax,
OTIpeeNISIIONINX aKTUBHOCTh paboThl KaHaioB — CAC-
NAIA, SCNIA, SCNIB, SCN24, SCNSA, KCNBI,
KCNQ2, KCNTI, KCNT2, CACNAIE. Tlo tumy BbISIB-
JIECHHBIX BapyaHTOB TIpeoOIafa MUCCEHC-MYTallUH,
MPUBOISIINE K M3MEHEHWI0O aMUHOKHWCIIOTHI B OelKe;
BapuaHThl, MpuBOsAIIMe K moTepe ¢GyHKuMU (loss-of-
function) ObUIM TMpeACTABAEHbI NENELUSIMU U AYTUIU-
KalUsIMA HYKJIEOTUAOB (MyTallMd CO CABUTOM paMKHU
cyuthiBaHus) — 5,9 u 2,4% COOTBETCTBEHHO M HOHCEHC
MyTalMsIMK (BapUaHThI, TTPUBOASIINE K OCTAHOBKE CHH-
Te3a MOJHOMYHKIMOHAIBHOTO 0Oesika). Y ocTalbHbIX
MallMeHTOB ¢ SHIedaronaTueil pa3BUTUS W STUIETITU-
YECKOI BBISIBJIEHBI BADUAHTHI, BIUSIONINE HA 3D (HEKTUB-
HOCTb CIutaiicuHra (cM. puc. 4).

3aknovyeHue

OTAUYUTENBHON 4YepTOll COBpPEeMEHHOW MeIUIIMH-
CKOW HAayKM CIIYXXWAT Pa3BUTHE MOJIEKYJISIPHOW U Kie-
TOYHOU Ouonornu. MosekynsipHas MenuuuHa ¢op-
Mupyer 0a3uCc TepPCOHAJIM3UPOBAHHONW MEIUIIMHBI,
OCHOBaHHOI Ha TIPOTHOCTMYECKOM U MpoduiakThye-
CKOM TIPMHIIMTIAX, YTO TTO3BOJISIET PACKPBITh MOTEHIIM-
ajJibHble M afanTallMOHHbIE BO3MOXHOCTU OpraHu3Ma
YyeJIoBeKa 1 YBEJUUUTh MPOJOIKUTETBHOCTD €T0 aKTHUB-
HoO# Xu3HU. [ToTpeOHOCTh B TreHETUYECKOM O00CIeno-
BaHUU JeTeil C BPOXIEHHBIMU M HACJEICTBEHHBIMU

B Apccenc/Mhissense

£20%

= [lencwnts - camar PaMEN

B JIVICTHEALNS - CARIT PAMEH
cunrmsasanig Duplication -
franseshift

= Honcene/ Monsense

= Craaficinr/Splicing

1530%

15,3005 f'\\
.

| e
e

|

11,80%

10,60%%

cunTeipanr Deletion -frameshift

3a00JIeBAHUSIMA B MHOTOTTPOMUIBHON CITeIUaTu3upo-
BaHHO IeauaTpuuecKoil KJIMHUKEe cocTaBuia 25,3%,
YTO COOTBETCTBYET JAHHBIM MUPOBOI JTUTEPaTypPhI, Clie-
JIOBaTeIbHO, 3TOT BUI 0OCIeTOBaHUS TTOKa3aH B paMKax
COBEPIIEHCTBOBAHUS paHHEW IWAarHOCTUKW, JIEYECHUS
W peabuuTalluy AeTeil ¢ peakuMu GosesHsaMu. Kim-
HuYecKast 3(h(HeKTUBHOCTD MOJTHOIK30MHOTO CEKBEHU-
pPOBaHUS C 1IEJIbI0 YCTAHOBJICHUSI MOJIEKYJIIPHOTO ITHa-
rHO3a B AWArHOCTHKE HACJIEeICTBEHHOMW M BPOXKICHHOM
naTtoyiornu cocrasuia 73,3%.

IMaureHTHl ¢ paHHUM HavajJoM CYIOpOT, 3aaepK-
KO pa3BUTHS, WHTEJJIEKTYaJIbHBIM Je(UIIUTOM YacTo
BKJTIOUAIOTCS B OHIIE(aATONaTUIO Pa3BUTHS U STTHIICTITH -
YEeCKOW W ONpPENeIioT TeHETUYSCKU 3THUOIaToreHe3.
DeHOTUTTMYECKUI CITEKTP TaKMX (hOpM UYpe3BbIYATHO
IIUPOK Y BKITIOYaeT MHOXECTBO HEBPOJOTMUECKHX MPU-
3HAaKOB, KOTOPbIE CBSI3aHbBI HE TOJIBKO C Pe3UCTEHTHBIMU
MPUCTYITaMU, HO W C TICUXWYECKUMU TIPOSIBICHUSIMU
W HapylIeHUSIMU B TIOBeJAeHUU. BEHISIBIsIEMOCTH Bapu-
aHTOB B Te€HaX, aCCOIMMPOBAHHBIX C dHIEdaToNaTUEH
pa3BUTHS U SMWIENTUYECKON, cocTaBuia 19,7% (y 85
neteit u3 431), u3z Hux y 39 (45,9%) BHISIBIICHBI TATOTEH-
HbIe ¥ BEPOSITHO MAaTOTeHHbIE BAPUAHTBI HYKJICOTUIHOMN
nociienoBaTeTbHOCTH. Ha ocHOBaHMM pe3yIbTaToOB MOJI-
HO3K30MHOTO CEKBEHUPOBAHMSI TTALIMEHTAM ITOJ00paHbI
Haunb6osiee 3(pHeKTUBHBIE TAPTETHBIX TTPOTUBOCYIOPOK-
HbIE MpernapaThl.

B AN TOCOMEG-
AOMTHAHTIOE Auesammal-
dominant

B AN TOCOMEO-
petecciBHee Autosomal-
Tecessive

8 X-cuemnernos X -linked

B ARTHEH0STE Kanasee Chams] astivity (CACNAIA, SCNIA,
SCMIB, SCNEZA, SCNEA, KONB, RONQL, KONTIL
KONTL CACNAIE)

0 JHEPHE ceassmarnie DNARNA binding (CHD2, CUXI
CYFIFL GNAQL, MECPL HNENPLL, SMCIAY

& Memman secnpeccnn Ceene expresiion (FOF 1L NEURCHDE,
RHOBTE2)

o MeraSomou GeawosMetabolism of protein (OUF I, NTREZ,
RNF13}

u Mferpfommers: npouscoaizizbolic processes (ALGIE,
EEF1AZ (R}

= CHHBTHMGZKRS MepeRwaSymagric mnsmiaion (GABBR2,
GABRAL, GAHRBI, GABRB2, GABRB3, GRINI, GRIDN2B,
GRIN2D, 5TXBP)

® BeumyaIapiidi TRAHCEORT CRETONHAS ATy saular
emificking cell sihesion (ATP1AZ, DNAMI1, POTIHL9,
SPTANI)

Puc. 4. UnentudumpoBaHHbie TeHbI, pa3/iejieHHble HA MAKPOKATErOprMH Ha oCHOBe OHTOJIOrHH reHoB (Gene Ontology; a), THIBI
myTtanmii (0), THI HACJIEIOBAHKSA BbISBJIEHHbIX BADUAHTOB (B). (CocTaB/IeHO ABTOPOM).
Fig. 4. Identified genes were divided into: (a) macrocategories based on Gene Ontology, (b) types of mutation, (c) inheritance mode

of the identified variants (Made by the author).
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Mistakes and complications of wound treatment in children affected by earthquakes
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IIpencraBieH ONBIT OPraHM3ANMOHHO-JIeYe€0HOI PaGoThl B COCTaBe MOOWJIBHONM CHENUAIU3MPOBAHHOI NETCKOIl XHUPYPruvecKoi
Opuraapl B Nepuos JUKBUIAINA MeJUIMHCKUX NMOCJIEeCTBHIi Pa3pylIuTebHbIX 3emieTpscenuii. [IpoBenen ananm3 nevenus nereit
€ OTKPBITBIMH NlepeJIoMaMHU KOCTeli M OBPeKIeHUAMH MATKNX TKaHell Ha BCeX 3Tanax MeAUIMHCKOM 3BaKyalu, JUATHOCTHPOBAHBI
W Onpe/iesieHbl OCHOBHbIE IPUYMHDBI OCJI0KHEHHI W HeOIaronpPUATHBIX HCX00B. Oc000e BHUMAHHKE YIEIEHO JIeYeOHO-TAKTHIECKMM
MU XHPYPrMYECKMM OHIMOKAM, HEKOPPEKTHO BBINOJHEHHbIM ONEpPANsM W MEePBHYHON XMPYPruyecKoii o0OpaGoTKoil paH, KOTopbie
NPOBOJMJIMCH HA JTamne CTAIMOHAPHOTO JieYyeHHsl y JeTeil 10 MPUOBITUS MOOMJIbHOM CenuaM3UPOBAHHON JeTCKOW XHUpypruye-
cKkoii Opuransl. Bo Bcex ciiyyasix mpeactaBiieHHble OIIMOKM CJIYXKHJIM HENOCPeCTBEHHbIMH NPUYMHAMM BO3HUKHOBEHUS TSKEJbIX
THOHO-CeNTHYECKUX 0CJI0KHeHHH. OOOCHOBAH AJNIrOPUTM XHPYPrHYECKOTO JiedeHHsI OCJI0KHEHHIi U 0CODEHHOCTH BeIECHHUS JTAHHOTO
KOHTHHIeHTA 00JIbHBbIX. ONBIT JIeYeHHs JeTeil ¢ 0CJI0KHEHHbIM Te4eHHeM NMOBPEXKAeHUl MATKMX TKAHEH M OTKPBITHIX MEePeioMOB
CBHETEJIBCTBYET 0 HEOOXOAUMOCTH Yy OOJBIIMHCTBA MOCTPAAABIIMX NPOBENEHUS CJIOXKHBIX, MHOTOITAMHBIX ONEPaLMii MO HAp-
Ko3oM. [IpencraBieHa pa3padoTaHHAsi M YCTOWYMBO MpUMeHsieMas CHENUAINCTAMH MOOWJIbHON CHEenuaJM3UPOBAHHON JETCKOi
XMPYPru4YecKoii Opurajabl Ha MPAKTHKE PANMOHAJIBHAS CXeMa JieueOHO-OPraHU3alMOHHONW M KOHCYJIbTATHBHOI Pa0OTHI B 0OLIEi
cucTeMe MeMKO-CAHUTAPHOTO 00ecTeueHusl JeTeil B yCJIOBUAX YPe3BbIYAMHBIX CUTYAlHii, 2 MIMEHHO B3aUMOJIEHCTBHE CTAIMOHAPA
(OCHOBHO# CTAIMOHAP JJIsi COCPEAOTOYEHHS U JieYeHUs] IETCKOT0 KOHTHHIeHTa) 0a3MpOBaHUS C IPYrUMHU JieuyeOHo-npodunakTuye-
CKHMH YYPeXKIeHUSIMH M TOCTIUTAJIAMH, Ky/a MOCJie 3eMIeTPSCeHHs MOCTYNAIM M HAXOAWIMCh Ha JIeYeHUH TPABMUPOBAHHbBIE 1€TH.

Karoueswte caosa: demu, mobunvHvie xupypeuveckue opueadst, 3emaempsicenie, Xupypeuueckoe Ae4eHue, 0CA0NCHeHUs.
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The article presents the experience of organizational and therapeutic work as part of a mobile specialized pediatric surgical team
during the period of liquidation of the medical consequences of devastating earthquakes. An analysis of the treatment of children with
open bone fractures and soft tissue injuries at all stages of medical evacuation was carried out, the main causes of complications and
adverse outcomes were diagnosed and identified. Special attention is paid to therapeutic, tactical and surgical errors, incorrectly
performed operations and primary surgical treatment of wounds, which were carried out at the stage of inpatient treatment in children
before the arrival of mobile specialized pediatric surgical team. In all cases, the errors presented were the direct causes of severe
purulent-septic complications. The guideline of surgical treatment of complications and the features of management of this patient
population are substantiated. The experience of treating children with complicated course of soft tissue injuries and open fractures
indicates the need for complex, multi-stage operations under general anesthesia in most of the victims. A rational scheme of med-
ical, organizational and advisory work in the general system of medical and sanitary provision for children in emergency situations,
developed and consistently applied by mobile specialized pediatric surgical team specialists in practice, is presented, namely, the inter-
action of the hospital (the main hospital for the concentration and treatment of the children’s contingent) based with other medical
institutions and hospitals where injured people were admitted and treated after the earthquake. children.

Key words: children, mobile surgical teams, earthquake, surgical treatment, complications.

For citation: Medinskiy P.V., Keshishyan R.A., Nalbandyan R.T., Useinov A.V. Mistakes and complications of wound treatment in children
affected by earthquakes. Ros Vestn Perinatol i Pediatr 2025; 70:(2/2): 82-89 (in Russ). DOI: 10.21508/1027-4065-2025-70-2 (p.2)-82-89

Hau6onbmylo CJIOXKHOCTb B XWUPYPrUU JI€TCKOTO
BO3pacTa M MeOUIIMHE KaTacTpod TMpu MacCOBOM
MOCTYIJIEHUM TIOCTPANaBIIMX TIPEICTABISAIOT TTOJTHO-
LIEHHasl TUAarHOCTUKA U aJieKBaTHOE JieUeHNE OTKPBITBIX
MepeIOMOB W TIOBPEXICHUIM MATKUX TKaHei. [lepBas
yeTBepTh XXI BeKa 3aTTOMHUTCS 1IEJIbIM PSIIOM pa3pyIiiu-
teabHbIX (Mumonesuss — 2004 r., TMakucran — 2005 r.,

Wunonesnst — 2006 r., Kurait — 2008 r., Tautu —
2010 r., Cupus u Typumst — 2023 1. u 1p.) 3eMeTpsice-
HUIA ¢ OOJIBIIIMM YMCJIOM paHeHBIX ¥ morudimmx. [To aHa-
qutudeckuM naHHbiIM TACC, B pas3iMuHBIX CTpaHax
W permoHax 3a yKa3aHHBIW Tepuoj] B pe3ysibTaTe KaTa-
crpoduyeckux 3emierpsiceHuit morudam 6osnee 500 ThIC.
yeJioBek [1].
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MHorohakTopHbIli aHaJIW3 JIETATBHOCTH, KOTO-
pBIi TIPOBOAMTCSI MHOTMMHU KCCJIEIOBATEISIMU T1OCTIE
KaXXI0TO KPYITHOTO CTUXMITHOTO OeICTBUS, YKa3bIBaeT,
YTO B 30HE YPE3BbIYAHOM CUTYallUW BEJIUYMHA OOIIMX
(caHUTapHBIX M 0€3BO3BPATHBIX) MOTEPHL B OCHOBHOM
3aBUCUT OT CWJIBI U TUJIOIIAIM 3€MJIETPSICEHUS, CTENEHU
pa3pyIIeHUsl XKUJIbIX 30aHUI W IPYTUX CTPOSHMUIA, TUTOT-
HOCTU HaceJIeHMsI, BHE3aITHOCTHU IIpouciecTBus [2, 3].
ITpu aTOM B CTpyKTYype 6e3BO3BpaTHBIX MTOTEPh HanboJee
YaCTBIMU TTPUIMHAMU CMEPTH CITYKAT pa3pylIeHue K13~
HEHHO BaKHBIX OPTaHOB, TPABMATUYECKUI IIIOK U OCTpast
kposoriorepsi [4—9]. bosee MoJIOBUHBI CiTydaeB C JieTalb-
HBIM MCXOIOM TMPUXOIUTCS Ha TIepBBIE CYTKH, TpPUYEM
He MeHee 10% yMepIuX MoJTydaloT TaKue TSDKeTble Iopa-
SKEHMSI, YTO CMePTh ObIBAacT HEeM30eXKHOM, He3aBHUCUMO
OT BpeMeHHM, 00beMa 1 YPOBHS OKa3aHUST MeIUITMHCKOM
oMoty [6, 7]. B To ke BpeMs CUCTEMHBII aHAINU3 MPU-
YUH CMEPTU TPU 3eMJETPSICEHUSX CBUAETETbCTBYET,
yto 6osee 25% norubaand OT HECBOEBPEMEHHOTO OKa3a-
HUS TOKHOW MEAUIIMHCKON MOMOIIU WJIW TMOJHOTO €€
OTCYTCTBMSI, XOTSl JMArHOCTUPOBAHHbBIE TOBPEXKICHUS
MO JIOKaJM3alluM W XapaKTepy TpaBMBl ObLTM HecMep-
teabHbIMU [10—13].

BBumy MaccoBoro xapakrtepa IoOpaxkeHUsl Hacele-
HUS U TSDKECTU MEIUMLIMHCKUX TTOCJIENCTBUIA TIPU pa3py-
IIUTEJIbHBIX 3eMJIETPSICEHUSX 0C000e 3HaUeHUE MMEIT
BOIIPOCHI OpraHM3aln 3(HGHEKTUBHBIX CIMACATEIBHBIX
paboT Ha MecTe M OKa3aHMSl KaueCTBEHHON MeTUIINH-
CKOl TIOMOIIM TOCTpaZaBIIMM Ha BCEX BDTarax Memau-
LIMHCKOM 3BaKyallMd, B TOM YHCJIE B YCIOBHSIX CTallO-
Hapa [14, 15]. BmecTe ¢ TeM U3BECTHO, UTO B SITUIIEHTPAX
TSKEJIBIX 3eMJIETPSICEHU I BCeria B epBOe BpeMsl HaOJIto-
JaroTCsl OOIIMI Xaoc M Hepaz0deprxa, Kak U JIe30praHu-
3alMs METUITMHCKON CyXOBbl MOCTpagaBIIero peruoHa
u 1eULIUT MeIULIMHCKOTO TtepcoHaa [16, 17]. ITpu stom
paHeHble, KaK TpaBWJIO, JOCTABJIAIOTCS B OMvKaiiive
MEIUIMHCKNE YUPEXKIECHMUSI, KOTOPblE HE TOTOBBI K OKa-
3aHUI0 JOJKHOW MEIMIIMHCKOW TTOMOIIM TTOCTpaaaB-
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LIMM TPY UX UHTEHCUBHOM ToctyruieHuu [16, 17]. Cre-
JyeT OTMETUTh, YTO HauboJiee MHOTOUHCIIEHHYIO TPYTIITY
KEPTB  3eMJIETPSICEHUsI, TPeOYIOIINX CTallMOHAPHOTO
aTana JIeYeHUsl, COCTaBJISIIOT MOCTPaJaBIIME C pas3iny-
HBIMU TIOBPEXIEHUSIMU MSTKUX TKaHEW M OTKPBITHIMU
rnepesioMaMy BEPXHUX U HUXKHUX KOHeYHocTel [18—21].
B TO Xe BpeMst UMEHHO MpPU JIeYeHUM JAaHHOTO KOHTUH-
reHTa OOJIbHBIX B YCJOBHUSIX YPe3BbIUAHOW CUTyalluu
JOTTYCKAIOTCSI OOJIBIIIOE KOJIMYECTBO AUArHOCTUUYECKMX
U J1e4eOHO-TaKTUUECKUX OIIMOO0K, KOTOPble HEMUHYEMO
MPUBOASAT K TSKEJIbIM THOMHO-CENTUYECKUM OCJIOXK-
HeHusiM  [22—25]. TlpuunHamMu OMIMOOK U TSIKEIBIX
OCJIOXKHEHUI B 3TUX YCJOBUSIX CIyXaT HEKOHTPOJIMPY-
eMblil TIOTOK paHEHBIX M WHTEHCHBHOE IIOCTYIUIEHUE
MOCTPaaBIINX, HEIOCTATOUHOE KOJMYECTBO MOJIKHBIX
CTIEMAIIMCTOB, KOJIJIATIC HA COPTUPOBOYHOM TUIOIIAIKE,
B IMarHOCTUYECKMX KaOWHeTax M JJabopaTopusix, HeI0-
cTaToyHasl TIPOIMYyCKHasi CMOCOOHOCTH OTEepallMOHHBIX
U TEPEeBSI30YHBIX, Me(PUIIUT MEAUKAMEHTOB W JPYTHUX
MEIUIIMHCKUX PacXOOHBIX MaTepuayioB [25]. Bce msmo-
>KEHHOe, Oe3yCJIIOBHO, BIMSET Ha KavyecTBO OKa3aHUS
MEIUIMHCKON ToMoIM TocTpaaaBiminM. OnHAKO «Kpa-
€yroJibHbIii KaMeHb» MPOOJIeMbl MPU OKa3aHUU MEU-
LIMHCKOM TOMOIIM TTOCTPANaBIIUM C OTKPBITHIMU TIEpe-
JIOMaMU 1 paHaMU MSTKUX TKaHel y IeTeil — OTCYTCTBUE
WIM HEIOCTAaTOYHOE KOJIMYEeCTBO OOYYEHHBIX M TIOf-
TOTOBJIEHHBIX K paboTe B YCIOBUSIX MAacCOBOTO TOCTY-
TUIEHUSI CHEeUMaIMCTOB maHHoro mnpodwuas [10—12].
IlyreM K cyllIeCTBEHHOMY CHMXXEHMIO YacTOThI pa3BU-
TSI OCJTIOXXHEHUI, 1O HallleMy MHEHUIO, SIBJISIETCSl pas-
paboTKa YETKOro ajropuTMa XUPYypruyecKoro JedeHUst
U TIPOTOKOJIOB OIEpaTMBHBIX BMeEIIATEJIbCTB, HaIpaB-
JICHHBIX HA MUHHUMU3ALIMIO OIITMOOK Ha BCEX ITarax oka-
3aHUS MEAUIIMHCKOM TOMOIIM Yy TaHHOTO KOHTUMHIEHTa
MOCTpafaBIINX, a TAKXKe IIpUBJIeYeHNEe K paboTe MOOWIIb-
HOW CHENUATM3UPOBAHHONW JETCKOU XUPYpPTUYECKON
Opuraabl CreUMAJIMCTOB, UMEIOLIUX OTBIT JEYSHUST paH
¥ paHeBO MHMEKINN.

Ilea» wuccnemoBanus: copMUpoOBaTH  AJITOPUTM
XUPYPTUUYECKOTO JIEYEHUsI JeTeil ¢ OTKPBITBIMU Tiepe-
JIOMaMU U TOBPEXIEHUSIMU MSITKUX TKaHE B YCIOBUSIX
MAacCOBOTO TMOCTYIIJICHUS TIPU TSIKEJIBbIX 3eMJICTPSICEHUSIX
TUUISI CHUPKEHMST YaCTOTHI OIIIMOOK U OCTIOXKHEHMIA.

XapakTtepucTuka petei U MeToabl UCCeaoBaHUS

OCHOBOI1 HAcCTOSINIETO WCCAEMOBAHMS TOCTYXWIN
MaTepuanbl paboThl MOOWMJIBHONM CrielMain3upoOBaHHOM
NETCKOM Xupyprudeckoit opuransl HayuHo-uccienona-
TEJIbCKOTO MHCTUTYTAa HEOTJIOXHOMW METCKON XUPYypTruu
YW TPaBMaTOJIOTMX B MEPUOJ JIUKBUIALIMA MEIUITMHCKNAX
nociuencteuii 3emietpsiceHuin B Ilakucrane (2005 r.),
Wunonesun (2006 n 2009 rr.), TFautu (2010 1.), Hemane
(2015 r.) B pexxume 4pe3BbIUaiiHBIX cuTyaluii. Cpoku
MPUOBITUST MOOUJIBHOM CHeUMaJIM3UPOBAHHON NIETCKOM
XUPYPTUUYECKOW Opuraabl B 30HY KaracTpo(dbl BapbM-
poBayi OoT 5 mo 10 mHE, TIPOIOIKUTETBHOCTh padOTHI
B 30HE Ype3BbIYAMHBIX CUTYaLMit — OT 21 10 46 qHeii.
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CocraB Opuransl BKiIodai ot 9 1o 11 gemoBek 1 pop-
MUpPOBAJICSI CJAEAYIOIIUMHU Ccrielaniucramu: 2—3 JeT-
CKMX Xxupypra, 2—3 TpaBmarosiora, 2 HeWpoxupypra,
2 aHecTe3nojiora-peaHumMarosora, 1 memuarp. CoctaB
W YUCJIEHHOCTb Opuranbl ornpeaeasuiucb B Mockse
Ha OCHOBaHUU O(UIIMATBbHON WH(pOPMALIUU, KOTOPYIO
MoJjiydyajad OT MUHUCTEPCTB U JeNapTaMEHTOB 3/paBO-
OXpaHEHUSI TOCTPaaBIIMX CTPaH, O MpPeNnojaracMoM
YUCJIe PaHEHHBIX, O KOJWUYECTBE JIEeTeil, TOCIUTAIU3M-
POBaHHBIX B JieUeOHbIE YUpeXkIeHUs W JajbHeIleM
MPOTHO3€ TIOCTYIIJIEHUI paHEHBIX, O CTPYKTYpe CTallM-
OHapa, B KOTOPOM COCPEIOTOYEHO HAMOOJIbIIIEEe YMCIIO
MOCTpafaBIINX, KOJMYECTBE Pa3BEPHYTHIX OIepalivioH-
HBIX Y HEKOTOPBIX IPYTMX HE MeHee BaXKHBIX BBOIHBIX.
PykoBonutenem crieniaqn3upoBaHHON Opuranbl Bceraa
Ha3HayvaJICsl OMBITHBIN JaeTckuii xupypr. Bce Bpauum
Ha MOMEHT KOMaHIMPOBAHUSI MMEJIM MO CBOCH Crenu-
aJIbHOCTHM BBICIIIYIO WJIM TIEPBYIO KBaJIM(UKAIIMOHHYIO
KaTeropuio 1 OTBIT COBMECTHOI pabOThI B YCIIOBUSIX Mac-
COBOTO TMOCTYTUICHHUSI.

Crnenyer OTMETUTD, YTO ellle A0 MPUOBITUSI OpUTaIbl
B 30HY Upe3BbIUaiiHO# cuTyalmu pykoBoacTBo HayuHo-
HCCIIeN0BATEIbCKOTO MHCTUTYTAa HEOTJIOKHOM JEeTCKOM
XUPYPTUM U TPABMATOJIOTUU U CIEUMATUCThl MOOWIIb-
HOW cHneuMaJu3upoBaHHON HETCKOW XMPYpPrudyeckou
Opurazbl B KOHCYJBTaTUBHO-pPEKOMEHIATETbHOM (op-
MaTe TPUHUMaIU ydyacTue B BBIOOpE KOHKPETHOTO
JIeueOHO-TIPOPUIIAKTUIECKOTO YUPEXKISHNST KaK OCHOB-
HOro Mecrta OasupoBaHus Opuragbl U GOpMUpPOBa-
HUS B HEM «CIEIMAJIM3UPOBAHHOIO TMEIUaTPUIECKOTO
XUPYPTAUYECKOTO LIEHTpa».

OBMEH OlbITOM

B uccnenoBanue BKItOUeHbI JaHHbIE 225 neTeil B BO3-
pacte or 1 Mec no 18 jieT ¢ OTKPHITHIMU TepeoMaMu
KOCTe BEPXHUX M HIKHUX KOHEYHOCTEU M TTOBpEXIe-
HUSMU MSITKUX TKaHEeW pa3IMaHoi jokanu3auu (10 288
JIOKQJIM3AlMi B COBOKYITHOCTH), TOCITUTATM3UPOBAHHBIX
B XUPYPTUYECKHUE CTAllMOHApPHI B YCJIOBMSIX MacCOBOTO
MOCTYIUJICHUS TTOCTPaAaBIINX (CM. PUCYHOK) TOCJIE pas-
pymTeabHbIX 3emiietpsiceHuit B [lakucrane (2005 r.),
Wunonesun (2006 n 2009 tr.), Fantur (2010 1.), Hemane
(2015 1.). Ocobo creayeT OTMETUTD, YTO BO BCEX Clydasix
K MOMEHTY TPUOBITUS MOOMJIBHOW CTeIUaTU3upOBaH-
HOI TETCKOM XUPYPrUIecKOou OpUTraabl B 30HY YPe3BbI-
YaiiHOW CUTyallMM OOJIBIIIMHCTBY TOCTpaJaBIINX Oblia
OKa3aHa TiepBasi TIOMOIIb M OBbIIY BBITTOJTHEHBI TTEPBUY-
HbIe OIepalliM: TIePBUYHAST XUpyprudeckas obpadboTka
paH, Pero3uLIMs TepeIoMOB, UMMOOUIN3AIIUS, pa3Tid-
HbIe BUABI OCTEOCUHTE3a, aMITyTalluK U T.1I.

HayuyHyto oOpaboTKy HaHHBIX U TyOJIMKAllMd MaTe-
pUaJIoB MO TeMe ObIIM OIOOpEeHBl KOMUTETOM IO 3THUKE
Hay4uHo-uccenoBaTeIbcKOro MHCTUTYTa HEOTIOXKHOM
JIETCKOW XUPYPTrUU U TPaBMATOJOTUM Topoma MOCKBBI
(mpotokon Ne5 or 21 mast 2024 r.) U PYKOBOICTBOM
HanunonanbHoO# MenuumnHCKoM manatsl Poccun.

Pe3ynbTathl u 06cyxaeHue

OCHOBHBIMU HarpaBJICHUSIMU JIEITEILHOCTU M 3a/1a-
YyaMM MOOWJIBHOM CIeLIMaIM3UPOBAHHON IETCKON XUPYp-
ruyeckoil Opuraabsl Ha Tepuon paboThl B 30HE UPE3BbI-
YallHOW cuTyallud B paMKaxX CHENUaTU3UPOBAHHOTO
MeauaTpuyeckoro XMpypruyeckoro IeHTpa ObLIv Clie-
TyIoIIe:

Pucynox. nnounesus, 2009 r. [Toctpanasuiie npu 3eMJIeTPSACEHNH B OTHOM U3 0230BbIX CTALMOHAPOB.
Figure. Indonesia, 2009. Earthquake victims in one of the basic hospitals.
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— TIOATBEPIUTh MECTHBIM OpraHam YIIpaBJIeHUS
3IpaBOOXpaHEHUEM U PYKOBOICTBY 0a30BOT0O CTallM-
OHapa O TPUOBITUM CIEeIMATU3UPOBAHHON Opuraabl
Ha ero TeppuTOpUIO;

— TIPOBECTU HE3aMeUIUTEIbHO B MPUCYTCTBUU MECT-
HBIX Bpayell MeTajbHbIi KIMHUYECKUI 00XOI ¢ OCMO-
TPOM BCEX rOCTIUTATN3UPOBAHHbBIX JIeTel B 0a30BOM CTa-
LIMOHApE;

— ONpeneJuTh Ha OCHOBAaHMM JAHHBIX KIMHUYE-
CKOTO 00Xoma aJlTopUTM HEOOXOOMMBIX JiedeOHO-IMa-
THOCTUYECKMX MEpOIPUSITUI M TIIaH XUPYPTrUYECKUX
orepaluii 1 MaHUTYJISAIUN (TIEpeBSI3KU, B TOM UHCIIE
10JI HApKO30M);

MPUBJIEKATh K TMAaTHOCTUYECKOMY U JieueOHoMY (orie-
panuu, 3TarHble TIePeBSI3KU) 00eCTIeYEHUIO MOCTpaaaB-
IIMX MECTHBIN BpauyeOHBI U CECTPUHCKUI MEPCOHAT;

— 000CHOBaTh HEOOXOAMMOCTh M C(HOPMYIUPOBATH
TIPEUIOKEHUS JUIS PYKOBOJACTBA MECTHBIMM OpraHamu
3/IpaBOOXPaHEHUSI O HEOOXOAMMOCTH CO3JAaHUSI CTIELM-
aJIbHBIX MEIUIIMHCKUX TOJpa3AeeHUd U OTAETbHBIX
NIMAaTHOCTUYECKUX W JIEYeOHBIX KaOWHETOB, TpHUBIIEKas
K paboTe, UCXO/sl M3 KOHKPETHON MEeIMKO-CaHUTapHOM
00OCTaHOBKM, OTIBITHBIX TTPOMUIBHBIX CITEIINATUCTOB;

— OpraHu30BaTb W TIPUHUMATh HEIOCPEACTBEHHOE
yyacTue B KOHCYJbTalMSIX W KIMHUYECKUX OCMOTpax
BCeX JIeTeil, HaXOASMIIMXCS Ha JICYEHUN TIOCIIe 3eMJIeTPsI-
ceHusl, B Ipyrux (He 6a30BOM) cTallMOHapax U JOTOJTHU-
TEJIbHO Pa3BEpHYTHIX rocnuTajsix. B HbIHENIHUX yciio-
BUSIX pa3BUTHUsI HAYKU M TEXHUKU JTaHHOE MEpOIpUSITHE
MOXET OCYILIECTBIISITbCS ¢ TTPUMEHEHUEM COBPEMEHHBIX
TEXHOJIOTUIA B (hopmaTe TeJeMeTUIIMHCKIX TEXHOJOT U

— BBIICJINTh Ha OCHOBAaHWM PeIIeHUS] KOHCUIUyMa
TpyNIly AeTedl B APYrMX CTallMoOHapax, Y KOTOPbIX MMe-
I0TCSI OOOCHOBaHHBIE TIOKa3aHUSI K XUPYPrAYECKOMY
JICUEHUIO; OTPeNeUTh, MCXOAS W3 TSKECTU OOIIero

COCTOSTHUS pebeHKa, 00beMa M XapaKTepa Tperoiarae-
MOTO BMeIIIaTeIbCTBA BpeMsI U JieueOHO-TIpopUIaKTHYe-
CKOE yUpeXXIeHHe, Ilie ¥ KaKUMU CIielInaTucTaMu OyayT
BBITTOJTHEHBI OTIepaLINN;

— TepefaTh OIBIT XMPYPrHMUECKOTO JIeYeHUs HeTeit
BpayaM s (DOPMUPOBAHMS TPEEMCTBEHHOCTH ITOCIE
oThe3Ma MOOWIBHOW CHeUUaIM3UPOBAHHON JIETCKOM
XUPYPTUUECKOI GPUTAMIBI.

ITo MHTEHCUBHOCTHM TIOCTYIJICHUsI NeTeii B 0a30BbIe
cTanoHapbl Hanbobliee Ynciio (42%) mocTymnanu B rep-
Bble 24 4, Ha 2-¢ cyTKu — 36%, B mocneayoomue 3—6-¢
cyTku — 10 22% moctpamaBimx. [IperMylecTBEHHO
(168; 74,6%) TocTIMTAM3UPOBATNCH ETU B CPEIHETSIKE-
JoM coctostHUU. Y 51 (22,6%) marvieHTa ObUTH TUATHO-
CTUPOBAaHBI COYETAHHBIE TOBpeXAeHMs. OIEHKY TsKe-
CTU COCTOSTHUSI JeTeil TIPOBOIWIIM TIO OOIEKITMHUIECKUM
JAHHBIM (YPOBEHb CO3HAHMSI, TeMOAMHAMUYECKUIA CTATyC,
CTeTneHb HapyIIeHUsT TOMeocTasa).

Inomank paHeBBIX MOBEPXHOCTENW B KaXIOM KOH-
KPETHOM cJTydae paccuuThiBaiu o opmyie B.dD. Xotu-
HsiHa (1983), KoTopas BapbUpoOBasia B IIMPOKUX TIpese-
nax — ot 10 70 600 cm?. TToBpexkneHUs B IIpeeiaX KOXU
U TIOAKOXHOM XMPOBOM KJeT4aTKu coctaBwiu 36,7%,
C BOBJIEUEHUEM MbIlIeYHON TKaHu — 24,2%, Ha BCIO
rmyouHy cermMeHTa — 39,1%. Bcero moBpeXneHHBIX cer-
MEHTOB Yy Bcex 00ybHbIX ObL10 288 (Tad. 1). [Tpeumyrie-
CTBEHHO JIOKaJIM3aleil TpaBM y JieTeil ObLIM HMXKHUE
koHeyHocTn — 200 (68,7%) mocTpagaBIInX.

Kak ykasbIBajioch paHee, MOOWIbHAST CIeLUATU3M-
poBaHHas AeTcKas XUpyprudyeckas Gpuraga mpuObIBaia
30HY Ype3BbIYAliHON CUTyalluM Ha 5—9-e CyTKu mocie
3eMJIETPSICEHUST, KOT/Ia K TOMY BpeMEHU YK€ BCEM TOCTIH -
TaJM3UPOBAHHBIM NIETSM OBUIM TIPOBENEHBI pa3uvYHbIC
XUpypruuecKre orepanuu v Tocobus. Bmecte ¢ Tem
WMEHHO Ha 3—5-¢ CYTKU TocJie HEKOPPEKTHO TTPOBE/ICH-

Tabauya 1. Jlokanu3anusi OTKPBITHIX MOBPEKIAEHHIA Y MOCTPAAABIINX JeTei

Table 1. Localization of open injuries in affected children

Bce nocTpanasuime 1eTn Makucran (2005r.)  Wnnonesus (20061.)  Mnzonesns (2009 r.) (zr(;‘;‘g'r') Henan (2015 r.)
Tonosa — 29 (10,1%) 13 (12,4%) 4(8,0%) 0 11 (13,4%) 1(2,8%)
Inewo — 16 (5,6%) 8(7,6%) 0 5(6,1%) 3(8,3%)
TMpemmieuse — 21 (7,3 %) 7(6,7%) 4(8,0%) 1(6,7%) 5(6,1%) 4(11,1%)
Kucts — 13 (4,5%) 4(3,8%) 0(0,0%) 1(6,7%) 7 (8,6%) 1(2,8%)
Teno — 1(0,3%) 0 1(6,7%) 0 0
Taz — 8 (2,8%) 2(1,9%) 2 (4,0%) 0 4(4,9%) 0
Benpo — 66 (22,9%) 13 (12,4%) 16 (32,0%) 2(13,3%) 22(26,8%)  13(36,1%)
Tonens — 106 (36,8%) 41(39,0%) 20 (40,0%) 10 (66,6%) 22(26,8%)  13(36,1%)
Crona — 28 (9,7%) 17 (16,2%) 4(8,0%) 0 6(7,3%) 1(2,8%)
Bcero: 288 (100,0 %) 105 (100%) 50 (100%) 15 (100%) 82(100%) 36 (100%)
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HBIX OINepalyii HAUMHAIOT Pa3BUBATHCA W TIPOSIBISATHLCS
THOMHO-HEKPOTUYECKHE OCIOXHEHUSI, OOYCIOBIEHHBIE
JMUAarHOCTUYECKUMHU U JIe4eOHO-TAKTUIECKUMU  OIIINO-
KaMW, JOMYIIEHHBIMM Ha paHHUX 3Talax OKa3aHUs
MEIULIMHCKOM ToMolu. PacnpeneneHne TocTpagaB-
X B 3aBUCUMOCTHU OT BUIA TTOBPEXKICHUS U XapaKTepa
JIMarHOCTUPOBAHHBIX OCJIOXHEHWI B 30HAX pPa3IMYHBIX
Ype3BbIYAHBIX CUTYAlIWi TIPEICTaBIeHO B Ta0I. 2.
HaubGonee Tsoxenble, ¢ TOYKUA 3peHUS] KIMHUYECKUX
MPOSIBJIEHUI 1 OOIIIET0 COCTOSTHUSI, OBUTM IETH, ¥ KOTO-
PBIX BBISIBJISITUCH COYETaHWE NBYX M OoJjiee MAaTOJOTHIA,
KaK HampuMmep, covyeTaHWe Kpalll-CUHIpOMa C OTKPbI-
TBIM TIEpeJloMOM TpyouaThix Kocteil. Ocobo cremyeT
OTMETHTbh, YTO I TMOCTEICTBUI MacCOBBIX KaTacTpod
XapaKTepHO 3HAYMTEIbHOE YMCIIO aMITyTallid, BBITIOJN-
HEHHBIX 0e3 paauKaJbHOW MEePBUYHON XUPYPTrUYeCKOM
00pabOTKM paHbI, YTO TPUBOIUIIO K HATHOSHUIO KYJIBTH.
AHanus BBISIBJIEHHBIX THOITHO-BOCHATUTETb-
HBIX OCJIOXHEHWI y JaHHOTO KOHTWHTEHTa TOCTpa-
MABITMX TIO3BOJIMJI  OTPENESIUTh OCHOBHBIE — OpTa-
HU3ALIMOHHBIE W JIe4eOHO-TAKTUYECKHE  OIINMOKU,
JOTYIIIEHHBbIE TIPU XUPYPTrUYEeCKOM O0eCTiedeHUN neTeit
C OTKPBITBIMU TIepeIOMaMU W TIOBPEXACHUSIMU MSIT-

OBMEH OlbITOM

kux TKaHel (tabn. 3). K opraHuzallMOHHBIM OIIMO-
KaM Mbl OTHOCWJIM CJIy4au OTCYTCTBMSI B CTallMOHapax
(IMaxwucran, 2005 r.; Unponesus, 2006 r.; Fantn, 20151.)
JOTIOJTHUTENILHO Pa3BePHYTBIX OTIOEJICHUN IS Jiedue-
HUST «OCJIOXKHEHHOW TpaBMBI», B KOTOpBle OBl W3Ha-
YaJlbHO TOCIUTAJIU3UPOBAJINCH MOCTpaIaBIINe C BBHICO-
KUM PUCKOM BO3HUKHOBEHMSI THOMHO-BOCITAJTUTEIBHBIX
ocnoxHeHuii. Cienyer OTMETUTh, YTO B psilie CTallMOHa-
poB (Mumonesust, 2006 u 2009 rr.; Tanutu, 2015 1.), roe
ObUIO Ppa3BEepHYTO TOJIBKO OJHO TPaBMAaTOJOTMYECKOE
noapasaejeHue, OTCYTCTBOBAIM OTAE/IbHbBIE TMEePeBI304-
HbIe I JeTeil ¢ MHGUIIMPOBAaHHBIMA paHamMu. OTKIIO-
HEHUsI OT CTaHIAPTHBIX TPaBUJ THOWHOW XUPYPTUU
TOJIbKO YCYTYOJISTTA CUTYaINIO W TIPUBOAVIINA K YBEIMYe-
HUIO Yuciia O0JIbHBIX C TSDKEBIMU THOMHO-BOCTIATUTE b~
HBIMU OCJIOKHEHUSIMH.

HauGonee pacnpocTpaHeHHOI OIMMOKON  OBLIO
HaJlOXXeHUe TIEPBUYHBIX IIBOB Ha WHOUIMPOBAHHBIE
U pa3Mo3XeHHble paHbl. [larodusmonorusi paHeBoro
npoliecca TMPU OTKPBITHIX TTOBPEXIACHUSIX, OCOOEHHO
MOJIyYEHHBIX TIPU 3eMJIETPSICEHUSIX, PE3KO OTPaHUYMBAET
BO3MOXKHOCTh HAJIOXEHUS TJIYXOro TIEPBUYHOTO IIIBa
BBUIY Pa3MO3XEHUS W pa3laBiIWBaHUSI TKaHEU, Tiy0o-

Tab6auya 2. CTpyKTypa NaToJIOrHii, HA0M0JAeMbIX Y OCTPAIABINMX JeTei
Table 2. The structure of pathologies observed in affected children

Yucio naTonoruit

ITakuctan Wunone3us WNunone3us
ITaTonorus (20051, (2006 1) 2009 1.) Tautu (2010r.) Hemnan (20151.) Bcero

aoc. % aoc. % aoc. % aoc. % abc % aoc. %
OTKPBITHIH IIEPETIOM 30 28.6 30 60,0 6 40,0 18 22,0 6 16,7 90 31,3
AT PR 41 390 8 160 3 200 33 402 23 63,9 108 375
MSTKMX TKaHEi
Harnoenue Kynbtu 17 16,2 12,0 4 26,7 14 17,1 4 11,1 45 15,6
Kpam-cuanpom 17 16,2 12,0 13,3 17 20,7 8,3 45 15,6
Bcero 105  100,0 50 100,0 15 100,0 82 100,0 36 100,0 288  100,0

Tabauya 3. OmmMOKN, NONMyIeHHbIE HA TIEPBUYHOM dTale XMPYPrudeckoii MoMOUIM
Table 3. Errors made at the primary stage of surgical care
Yucio naroioruit
Oumb ITakucran Wuponesus WNunonesus Tautn Henan B
HHOKH (2005t.) (2006 r.) (2009 ) (2010t.) (2015rt.) cero
aoc. % aoc. % aoc. % aoc. % aoc % aoc. %

D DB R 39 375 28 572 5 333 29 349 17 486 118 413
Ha MHGULIUPOBAHHLIE PAHBI
LOMIEOIEEORUECIE oy age m  gag 4 aay % O 9 A Gl
00paboTKa paHbl
AMIYTAIMS C ICPBUSHEM DOP= 16 y54 6 122 2 133 14 169 4 114 42 147
MUPOBAHUEM KYJIbTU
[oy3akphIThie K HEIIOJHOLEH-
HbIe (HacIIMOTOMUY TIPU Kpalll- 12 11,5 3 6,1 4 26,7 14 169 3 8,6 36 12,5
CHHIpOME
IracTnyeckue onepanum B yclio- 0 0 0 0 0 0 ) 2.4 4 114 6 21
BUSX UH(MEKIIUU
Bcero 104 100,0 49 100,0 15 100,0 83 100,0 35 100,0 286 100,0
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Meounckuii I1.B. u coaem. OIMOKY ¥ OCJOXHEHUS B JICYCHUU paH y AETeid, MOCTPalaBLIMX MIPH 3eMIICTPSICEHUH

KOTO 3arpsi3HEHMST paH 2JIEMEHTaMU pa3pylIeHHbBIX 3/1a-
HU (3eMJIsl, TIbUIb, OETOH U APYrvue KOMITOHEHTHI), TIPO-
TIOJDKUTENbHOTO (Oosiee 4 U) reprojaa ¢ MOMEHTA TPaBMbl
10 BBITIOJTHEHUsI TEPBUYHON XMpPYypruyeckoi obOpa-
0OTKM, IIIOKOBOTO COCTOSTHUST pebeHKa. CrenoBaTesbHO,
3aKpBITUE PAaHbl TEPBUYHBIMM IIIBAMU TIOC/E TIepBUY-
HOW XMpPypruyeckoii o0pabOTKM MPUBOAUT K Pa3BUTUIO
XUPYprudeckoit nHGeKIun Ha 3—5-e CyTKU.

Cnenywomass 10 paclpoCTPaHEHHOCTH OIIMOKOM
ObLTa HETOJIHOLIEHHAsI XUpyprudyeckasi 00paboTKa paHbI.
JlanHas omnbka o0yc/oBIeHa B MEPBYIO OYEPelb OTCYT-
CTBMEM OITbITA y Bpaya, OKa3bIBAIOIIETO IMOMOIIb B YCIIO-
BUSIX 3EMJIETPSICEHUS, CTPEMJIEHUEM OIllepallMOHHOMN
Opuranbl Kak MOXHO OBICTpee 3aBepIIMTh OIepaluio.
YacTeIM yrylieHueM TpU HeJOCTaTOYHON PeBU3UU paH
CIYXWUT HaJlu4yue B paHe WHOPOIHBIX Tes ((hparMeHThI
cTeH, MeOenn 1 T.O.). B TMOmOOHBIX cUTyallusIX BO3HM-
KalT YCJIOBUS JUISI Pa3BUTUSI THOMHO-BOCTIATUTEIbHBIX
OCJIOXKHEHUI, B TOM YMCJIe aHAa3POOHBIX (DJIeTMOH.

B ycnoBusix 3emieTpsiceHuii  BbIpacTaeT PUCK
MOCTIENTHO TIPUHSITBIX pElIeHUI OTHOCHUTEBbHO orepa-
TUBHOTO O00BbEMa BBITIOJHSIEMbIX XUPYPTUUECKUX MaHU-
nynsuuii. Jlajee Mbl BbIIEIMM JBa TUMA CEPbE3HBIX
omnOOoK, KOraa TOCIMelIHOe MPUHSITHE PelIeHU Heo-
MBITHBIMUA XUPYPTaMU TIPUBOIUT K TSIKEJIBIM JIJIsT AL~
€HTa OCJIOXKHEHUSIM.

Onepanyeit BoiOOpa B YCJIOBUSIX Upe3BbIYANHON
CUTyallUM HEpeaKo CHyxXuT ammyrauus. [Ipm macco-
BOM TOCTYIIJIEHUH TOCTPaAaBIINX MTOKa3aHUS K BBITIOJ-
HEHMIO aMITyTalluu paclIupsiioTcsl, a TIpaBujia ee
MPOBENEeHUs] YacTO HapylllalTCcs, OCOOEHHO TIpU ee
MPOBENEHNUU HEOIBITHBIM XUPYproM. AMnyTauusi ¢ ¢pop-
MUPOBaHUEM OKOHYATEJIbHOU KYJIbTU — 3TO JOCTATOYHO
CJIOXKHOE XHMPYPrMYecKoe BMEIIATEIbCTBO, TPEOYIOIIEro
OT XMpYypra JOJKHOTO OIbITa M 3HAHUI, KOTOpPbIE TTPUO0-
peTaroTCs ToIaMu U BBITIOJHSITLCS OHA JIOJKHA Ha CIie-
LIMaJIM3MPOBAHHOM  3Tare MEIUIIMHCKOW  TOMOIIIH.
Ot KauecTBa BBITIOJHEHUSI aMITyTalluM 3aBUCHUT peadu-
JINTALIMOHHBIN MOTEHUMAT MalMeHTa U 3a4acTylo Jaxe
BBITIOJIHEHHAsI B TIJITAHOBBIX YCJIOBUSIX OTepalusl upeBara
OCJIOXKHEHUSIMU, TAKUMU KaK HECTepIUMblie (h)aHTOMHbIE
0oJiu, SI3BBI, BBICTYMAIOIIME OCCU(MUKATHI (ITUATIBI) U T.1I.
B ycnoBusix uype3BbIUaitHONM CUTyalluU AETCKUE XUPYPrU
0e3 JOJIKHOTO OITbITa, BBIHYK/IEHO OKa3aBIlIMeECs Ha Mep-
BOI JIMHUM MOMOIIY TMOCTPagaBIIUM, TI0 BCEHl BUIM-
MOCTH, PYKOBOJCTBYIOTCSI TIDUHIIMIIOM — KaK MOXKHO
ObICTpee 3aKOHYWTH JIEUeHWE TIallMeHTa M BBIBECTHU
ero M3 KOHTHMHTEHTA «TSDKEJIbIX» TAllMEHTOB B TPYIITY
«BbI30paBIMBaOIIMX». @opMUpoBaHMe KYIbTH U3 pa3-
MO3XEHHBIX TKaHEW WJIM TKaHeW COMHUTEIbHOW XU3-
HECITOCOOHOCTH 3aBeIOMO MPUBOAUT K ellle 0oJiee Tsxke-
JIBIM TOCJICACTBUSIM, YeM BEIeHUE paHbl TOpLA KYJIbTU
OTKPBITO TOCJIe paauKaIbHO MPOBEACHHON TMEepBUYHOMN
XUPYPruuecKoit oopaboTKH.

Cremyet OTMETUTh, UTO JTAHHBIN BUI OTIEpallui OTHO-
CUTCSI K PEKOHCTPYKTMBHOM M TUIACTUYECKON XUpPYp-
TMA U Ha BBHITIOJTHEHWE JAHHOTO BMeEIAaTeNIbCTBA, JaXe

B caMOM OBICTPOM HWCIIOJITHEHUU, YXOOMUT Oosiee 1 4,
YTO B YCJIOBUSIX MAacCOBOTO ITOCTYIUICHMSI TIallMeHTOB
HenonycTuMo. HecocTosiTeTbHOCTh KyJAbTH U THOWHO-
HEKPOTUYECKUE OCJIOXHEHUs] yBEJIMYMBAIOT CPOKU
CTallMOHAPHOTO JIEUEHUsI, YXyIIIAloT OOIlee COCTOsI-
HUE TalWeHTa W TIPUBOAAT K 3HAYMTETLHOMY YKOPO-
YEeHHUI0 CerMeHTa M yTpare IJIaCTUYeCKOro marepuaia
IJTS TIOCJIEAYIOIIMX orepaunii. B Hammx HaOmomeHnsIX
aMIIyTalus TOpaXeHHONH KOHEYHOCTU C TEePBUYHBIM
dopMupoBaHMEeM KyJIbTH Oblla OTMedeHa y 42 neTeid,
W UX T0JIEBOE pacripe/ie/ieHre B pa3IMuHbIe 3eMJIeTpsice-
HUS OBIJIO TTPAKTUUECKU OMUHAKOBBIM.

Tlpu Kpaii-cuHapoMe orepaiyeil BbIoopa CITyKUT
acimoTomMusi, KOTopas IMpyu HETOJTHOLIEHHOM BBITIOJIHE-
HUM MOXET ITPUBECTU K 00pa30BaHUIO OOIIMPHBIX TTOCTE-
OIepallMOHHBIX paH, CIYXallWX BOPOTAMU JUISI TIPU-
COCIMHEHMUST  XUPYypruvyeckoil umHbpekuun [26—28].
IIpoBenenne pacioTOMUM B YCIOBUSX HECOOTIOACHUS
MpaBUJl aHTUCETITUKM Y MAllMeHTOB C OTKPBITHIMU TPaB-
MaMU ¥ Kpall-CUHIPOMOM MPUBOIUT K TTPUCOETUHEHUIO
paHeBoit nHdekumu [22, 25]. Cpenu HabIOgaeMbIX HAMUT
45 mauueHTOB ¢ Kpamr-cuHapoMoM Y 36 (80%) oTMedeHO
BBITIOJIHEHME MOJIy3aKPHITOM M HETIOJIHOLIEHHOM (hactim-
OTOMUHU, T.e. Oe3 paccedyeHMs] BCeX MBIIIEYHBIX (DYTIIsI-
POB, BOBJICYEHHBIX B paHEBOI MPOIIECC, YTO TTPUBOIUIO
K TIPUCOEIMHEHUIO TSKEJION paHeBO MHMEKIINH.

JpyruM MNpUMEpPOM TTOCITEITHOTO TIPUHSTHUS pelle-
HUST 00 OKOHYATETbHOM BUE XMPYPTHUECKOTO JICUCHUS
B YCJIOBMSIX MAacCOBOTO TIOCTYIUIEHUST IeTell M BBICOKMX
PUCKOB Pa3BUTHUST XUPYPTUYECKONW WHMEKIUHN CITYKUT
HWCTIOJIb30BaHNE TUTACTUYECKUX W PEKOHCTPYKTUBHBIX
MpUEMOB 3aMellleHUs] paHeBbIX AedekToB. B Hammmx
HaOIOIeHUAX MX OBUIO HEMHOTO, BCEro 6 MalueHTOB,
HO UX JieueHHUe OBILJIO OCJIOKHEHO YTpaToil 3HAYUTENIb-
HOWM YacTy TUTACTMYECKOTO MaTepuayia U3 OKPYKaroIINX
TKaHel, 4YTO TIPEACTABISIO CIOXHOCTH JIJIsS 3aMEIIeHUSI
paHeBBIX Je(PeKTOB B (DYHKIIMOHATHLHO aKTUBHBIX 30HAX
(obnactu cycTaBoB).

Takum oOpa3om, pelleHuss WA OpraHu3alluOH-
HbIe TIpOMaxy Bpayveil-CIenraircTOB, OKa3aBIINXCS
Ha TMepBOi JMHUU, BOBHUKAIIM U3-3a OTCYTCTBUS OIBITA
B JIEUEHUU TIOJOOHBIX ITOCTPAIABIINX W TIPUBOIMIN
K HeTaTUBHBIM mocyieacTBUsIM. COOTBETCTBEHHO, BMECTO
HOPMaJIbHOTO TEYEHMSI paHEeBOTO IIpoliecca MbI TONy-
yaeM o0Ilee yXyOIIeHWe COCTOSHUS pebeHKa, HeoO-
XOIMUMOCTh  BBIIEJIEHUs JTOMOJHUTEIBHBIX TPYIOBBIX
¥ MaTepUaJIbHBIX PECYPCOB I 6OPHOLI ¢ BOZHUKIITUMU
THOMHO-HEKPOTUYECKMMU OCJIOKHEHUSIMU W yIUTHE-
HUSI CPOKOB IpeObIBaHUSI B CTallMOHApe, yTpaTy Tuia-
CTUYECKOTO MaTeprajia HeoOX0IMMOTO JUTSl JadbHEeNIITNIX
PEKOHCTPYKTUBHBIX OTepaIInii.

3aknio4yeHue

Cymmupyst TMPENCTABJIEHHYIO nHGopMalIuIo,
MBI OIIpCACININ, 4YTO CaMbIMU YaCTbIMU OIHI/I6KaMI/I
ITpU IMIEPBUYHOM OKa3aHUU ITOMOIIN ACTAM C OTKPBITbIMH
TMOBPEXISHUSIMU MSITKUX TKaHel M KOocTeil ObLIU Tpydoe
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HapyIlIeHUE TTPaBUJI AaHTUCENTUKU B YCIOBUSIX MACCOBOTO
MOCTYTUIEHUST TIOCTPaNaBIINX; OTCYTCTBUE IyOJIMpylO-
IIMX TePeBSI30YHBIX U OTIEJEHUI/TIajaT 1UIsl MallMeHTOB
C THOWHO-BOCHAJIMTEIBHBIMU OCJIOXKHEHUSIMU; HaJO-
>KeHUe TIepBUYHBIX IIBOB Ha paHy. KpoMe Toro, BaxxHO
OTMETUTD CITyYailHbIE STPOTEHHBIE OCIIOXKHEHUS BECHUST
eTell ¢ paHaMu, MOJIYYEHHBIMU B YCIOBMSIX 3EMIIETPSI-
CeHWIi, KaK TO BbITIOJTHEHUE (HaCIMOTOMUI U HEOTpaB-
NIAHHBIX aMITyTalldii; TpaBMaTu3alusl TeprudepruyecKnx
HEpPBOB BO BpeMs oOfepaluu; 3aHeceHue WHGEKIUn
yepe3 MOCTAaHOBKY BCITOMOTATEIbHBIX KaTeTepoB (Moye-
BOI1, LIEHTPaJIbHBIN BEHO3HBIN U T.]1.).

[TpoGnemMbl, MMeroLIMeCsT MPU OKa3aHUW MEIULIMH-
CKOW TIOMOIIW TIOCTPaJaBIIMM, OOYCJIOBIEHBI TpeMmsi
OYeBUIHBIMU TpuunHaMmu. [lepBasi mpuumMHa 3aKirova-
€TCSl B HENpPaBUJbHOW OpraHW3alMM TepBOM MOMOIIN
MocTpajgaBlieMy HacejleHulo. B ceiicMoomacHbIX paii-
OHaX JIOJKHA OBITh BhIpaOOTaHa eauHasi CTpaTerus B3a-
WMOJEUCTBUSI MEIUIIMHCKUX OpPTaHU3alUi, BOJIOHTE-
pPOB 1 BOOpPYXEHHBIX cui. JlaHHasi cTparerus mDoJKHa

OBMEH OlbITOM

OBITh OTPAOOTAHHOW, YETKO TPONMUCAHHON U SICHOM
JUTSI BCEX YYaCTHUKOB TTOMOIIIM TTOCTpagaBIIeMy Hacele-
Huo. HeoOXomMMo TTOCTOSTHHO TIPOBOIUTH OOYJaloIie
MEpOTPUSATUS CPeIr MOTEHIIUATbHBIX MeIpaOOTHUKOB,
KOTOpPbIE MOTYT CTOJIKHYTBCSI C 3TOM MpobemMoii (B ceiic-
MMUYECKN OIMACHBIX PErMoHax), OOS3aHHBIX MPUHUMATh
yyacTue B JIMKBUOALWUM TTOCIEACTBUN 3eMJIETPSICEHUIA
W IPYTUX YPE3BBIYAHBIX CUTYaIINH.

Bropast nprunHa 3aKiio4aeTcsl B OTCYTCTBUU 3apaHee
c(OpMUPOBAHHBIX W TIOATOTOBJIEHHBIX CIEIUATU3UPO-
BaHHBIX 00YYEHHBIX MOOWJIBHBIX MEIUILIMHCKUX OpHTAa,
B KOTOpBIC TOJDKHBI BXOIWTH OIBITHBIE CITCIIMATUCTHI,
MPUHUMABIIIME paHHee yJacTHe B OKa3aHWM TTOMOIIU
MOCTPagaBIINM ITPU MACCOBBIX KaTacTpoax.

TpeThsl MPUYMHA — OTCYTCTBHE €IWHON CTpaTernu
1 peKOMEHIALNM TSI AETCKUX XUPYPTOB, TPABMaTOJIOTOB
U TIPOYMX MEANLIMHCKUX CTICIIUATUCTOB B BEICHUN AeTEi
C paHaMU, TTOJIUTPAaBMaMUu U APYTUMHU TTOBPEXKICHUSIMU,
BO3HUKIIMMMU B YCJIOBUSX 3eMJIETPSICEHUI W APYTUX Mac-
COBBIX KaTacTpodax.

bBnazodaprocme

Asmopbt gvipaxcarom daraeodaprocms npogheccopy JI. M. Powanto, udeiiHomy 600XHOBUMENI, OP2AHU3AMOPY,
HACMABHUKY 3a CO30aHuUe, AUYHOe yuacmue, pyKogoocmeo u No00epiuCcKy MOOUAbHOL CReyUaNU3UPOBAHHOL
neduampuueckoii 6pueads. HUH neomaosicroil demcKoil Xupypeuu u mpasmamonocuil, 0Ka3vlearoujeli NOMoub 0emsm,
nOCMpPaoasuiuM 6 CIMUXUIHbIX Obedcmeusx, Kamacmpogax u 80UHax, Ha4uHas ¢ semaempscerus 6 Apmenuu (1988 e.),
compydnuxam HHUHU neomaoscroii demckoil xupypeuu u mpasmamonoeuu: 0.m.H. B.I. Amuecrasckomy,

d.m.H. B.I. bazaesy 3a opeanuzayuro 3¢hgheKmusHoil peanuMayuoHHOl-AHeCMe3U0A02UHECKOL NOMOWU,

K.M.H. B.A. Mumuwy u dpyeum xonneeam, komopbvie Oblau emecme ¢ Hamu 8 cocmaege opueaost  pazruuHolx 4C.

JINTEPATYPA (REFERENCES)

1. Kpynneiimme 3emierpsicenust XXI Beka. TACC [The largest
earthquakes of the XXI century. (in Russ.)| https://tass.ru/
info/16986795%ysclid=m6t8gg0sf0669368508 / Ccbuika ak-
tBHa Ha 11.01.2025

2. Boyce W.H., Saravanan S.A., Wolfson N. Traumatic Injuries
During Earthquakes. In: Orthopedics in Disasters. Editors
Wolfson N., Lerner A., Roshal L. Berlin.: Springer, 2016; pp.
109—121. DOI: 10.1007/978—3—662—48950—5_10

3. Gutiérrez E., Taucer F., De Groeve T., Al-Khudhairy D. H.,
Zaldivar J. M. Analysis of worldwide earthquake mortality
using multivariate demographic and seismic data. Am J Ep-
idemiol 2005; 161(12): 1151—1158. DOI: 10.1093/aje/kwil49

4. National Geophysical Data Center. World Data Service
(2024) — with major processing by Our World in Data.
“Deaths from earthquakes — NOAA/NCEI” [dataset]. Na-
tional Geophysical Data Center. World Data Service, “Glob-
al Significant Earthquake Database” [original data]. https://
ourworldindata.org/grapher/earthquake-deaths / Ccbuika
aktuBHa Ha 11.01.2025

5. Leor J., Poole W.K., Kloner R.A. Sudden cardiac death trig-
gered by an earthquake. The New Engl J Med 1996; 334(7):
413—419. DOI: 10.1056/NEJM199602153340701

6. Roshal L.M. An Overview: Pediatric Trauma During Natural
and Man-Made Disasters. In: Orthopedics in Disasters. Edi-
tors Wolfson N., Lerner A., Roshal L. Berlin.: Springer, 2016;
pp. 439—443. DOI: 10.1007/978—3—662—48950—5_35

7. Posunoe B.M., Jlepucasun B.M., Kewuwsun P.A., Manra-
x06 O.A. u dp. Opranuzanusi paboOThl Opuran Crienrai-
3UPOBAHHOIN XUPYPrMUECKON MOMOILU JETSIM B YCJIOBHUSIX

TeXHOTeHHBIX KaTacTpod M CTUXUUHBIX OencTtBuii. Bo-
eHHO-MeauIMHCKU XypHan 1990; 7. [Rozinov V.M., Der-
zhavin V.M., Keshishyan R.A., Malakhov O.A. et al. Organiza-
tion of work of teams of specialized surgical care for children
in the conditions of man-made disasters and natural disasters.
Voenno-medicinskij zhurnal 1990; 7. (in Russ.)]

8. Roshal L.M., Keshishian R., Mitish V.A., Karaseva O. Crush
Syndrome in Children. In: Orthopedics in Disasters. Editors
Wolfson N., Lerner A., Roshal L. Berlin.: Springer, 2016.
DOI: 10.1007/978—3—662—48950—5_39

9. Keshishian R., Puzhitsky L., Basargin D., Nikishov S., Ra-
tin D., Roshal L.M. Medical Care for Children with Skeletal
Injuries After Earthquakes. In: Orthopedics in Disasters. Ed-
itors Wolfson N., Lerner A., Roshal L. Berlin.: Springer, 2016.
DOI: 10.1007/978—3—662—48950—5_38

10. Djalali A., Khankeh H., Ohlén G., Castrén M., Kurland L.
Facilitators and obstacles in pre-hospital medical response
to earthquakes: a qualitative study. Scand J Trauma Resusc
Emerg Med 2011;19: 30. DOI: 10.1186/1757—7241—19-30

11. Kondo H., Koido Y., Morino K., Homma M., Otomo Y., Yama-
moto Y., Henmi H. Establishing Disaster Medical Assistance
Teams in Japan. Prehosp Disaster Med 2009; 24 (6): 556—
564. DOI: 10.1017/s1049023x00007512

12. Liang N.J., Shih Y.T., Shih F.Y., Wu H.M., Wang H.J.,
Shi S.F., et al. Disaster epidemiology and medical response
in the Chi-Chi earthquake in Taiwan. Ann Emerg Med 2001;
38 (5): 549—555. DOI: 10.1067/mem.2001.118999

13. Saghafinia M., Araghizade H., Nafissi N., Asadollahi R. Treat-
ment management in disaster: A review of the Bam earth-

POCCUCKWI BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2025; 70:(2/2)

88

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2025; 70:(2/2)



14.

17.

18.

19.

20.

21.

22.

Medunckuii I1.B. u coagm. OMIMOKY 1 OCIOXHEHUS B JICUSHUU paH y I€Teil, TOCTPaIaBIIMX TPU 3eMJICTPSICCHUI

quake experience. Prehospital Disast Med 2007; 22 (6): 517—
521. DOI: 10.1017/s1049023x00005355

Ceferino L., Mitrani-Reiser J., Kiremidjian A., Deierlein G.,
Bambarén C. Effective plans for hospital system response
to earthquake emergencies. Nat Commun 2020; 11(1): 4325.
DOI: 10.1038/s41467—020—18072-w

. Tepses B.I., I[lomanoé B.U., Cmasxncadze JI.JI., baiipa-

Mmoe III.A. OpraHusanys 3KCTPEHHON MEIMLMHCKOW I10-
MOIIY TMOCTPANaBIIMM OT 3eMJICTPSICEHUH. MeauIrmHCKui
andasut 2018; 2(18): 51-54. | Teryaev V.G., Potapov V.1., In-
tern L.L., Bayramov Sh.A. Organization of emergency medical
care for earthquake victims. Medicinskij alfavit 2018; 2(18):
51—-54. (in Russ.)]

. Abu-Zidan F.M., Idris K., Cevik A.A. Prehospital management

of earthquake crush injuries: A collective review. Turk J Emerg
Med 2023; 23(4): 199—-210. DOI: 10.4103/tjem.tjem_201_23
Bar-On E. Medical care following earthquakes: Clinical, or-
ganizational, and logistic challenges. Acta Orthop Traumatol
Turc 2023; 57(6): 296—300. DOI: 10.5152/j.a0tt.2023.23184
Zhang T.-Ch. Zhongguo dang dai er ke za zhi = Chinese J
Contemporary Pediatr 2013; 15(6): 416—418.

Bar-On E., Lebel E., Blumberg N., Sagi R., Kreiss Y.; Israel
Defense Forces Medical Corps, Petah Tikva, Israel. Pediat-
ric Orthopedic Injuries Following an Earthquake: Experi-
ence in an Acute-Phase Field Hospital. J Trauma Nurs 2015;
22(4): 223—-228. DOI: 10.1097/JTN.0000000000000143
Turanh E.E., Ozkaya P.Y., Ko¢ G., Ersayoglu I., Karapinar B.
Characteristics of Pediatric Intensive Care Patients Following
the 2020 /zmir Earthquake. J Pediatr Res 2023; 10(4): 259—
263. DOI: 10.4274/jpr.galenos.2023.70845

Jacquet G.A., Hansoti B., Vu A., Bayram J.D. Earth-
quake-related injuries in the pediatric population: a sys-
tematic review. PLoS Curr 2013;5:ecurrents.dis.6d3efb-
a2712560727c0a551f4febacl6.  DOI:  10.1371/currents.
dis.6d3efba2712560727c0a551f4febaclé6..

Yilmaz S., Akkoc G., Tuncay S.A., Parlak B., Isik A.D., Erdem-
li P.C., et al. Pediatric wound infections following 2023 Kah-

IMoctyruno: 13.02.25

Konghauxm unmepecos:

Aemopbl dannoil cmamvu no0mMeepousU Omcymcmaue KoH-
Gaukma unmepecos u UHAHCOB0L NOOOEPICKU, 0 KOMOPHIX
HeobxX00umo cooduume.

23.

24.

25.

26.

27.

28.

ramanmaras earthquakes: case series. Wounds 2024; 36(7):
221-226. DOI: 10.25270/wnds/23158

Eryilmaz-Eren E., Yalcin S., Ozan F., Saatci E., Su-
zuk-Yildiz S., Ture Z., et al. An outbreak analysis of wound
infection due to Acinetobacter baumannii in earthquake-trau-
ma patients. Am J Infect Control 2024; 52(5): 599—604. DOI:
10.1016/j.ajic.2023.12.005

Kantawala B., Shariff S., Barakat M., Wellington J., Nazir A.,
et al. Medical care after the 2023 earthquake in Tirkiye.
Int J Surg: Global Health 2023; 6(4): ¢0163 DOI: 10.1097/
GH9.0000000000000163

Yesil E., Tezol O., Gokay N., Siirmeli Diven S., Miswrhoglu M.,
Akca M., et al. Analysis of wound infections among pediatric pa-
tients following the 2023 Tiirkiye-Syria earthquakes. Pediatr Surg
Int 2024; 40(1): 198. DOI: 10.1007/500383—024—05755—4
Joint Evaluation of Their Responses to the Yogyakarta Earth-
quake. Independent Evaluation by Pauline Wilson and Donal
Reilly with support from Ryan Russell, Malaika Wright, As-
tri Arini, Desideria Cempaka, Eri Diastami, Listya Narulita,
Maria Angela Anindita, YB Johan Dwi Bowo Santosa, Yos
Handani, and Yustina Tri Wahyuningsih. Report CARE,
Catholic Relief Services, Save the Children and World Vision
Indonesia. July 2007. https://www.crs.org/sites/default/files/
tools-research/joint-evaluation-response-yogyakarta-earth-
quake.pdf / Ccpinka aktusHa Ha 10.03.2025

Erdogan H., Oto A., Yerci G., Kocer G., Menekse B., Ak-
turk B., et al. An earthquake reality: Fasciotomy wounds and
treatments. Eur Res J 2024; 10(6): 1-8. DOI: 10.18621/
eurj. 1465494

Poszunos B.M., Manaxoe O.A., Kewuwsn P.A., Konosanos A.K.
Xupyprudeckasi TakTUKa TIPU JIEYEHUM CUHApPOMA [UTH-
TEJILHOTO chaBlieHus1 y aeteil. B coopHuke: MeauimHckue
acIeKThbl TMOCJIENCTBUI 3emiieTpsiceHus B ApmeHuu. Epe-
BaH., 1990; C. 164—165. [ Rozinov V.M., Malakhov O.A., Kes-
hishyan R.A., Konovalov A.K. Surgical tactics in the treatment
of prolonged compression syndrome in children. In: Medical
aspects of the earthquake consequences in Armenia. Yerevan,
1990; pp. 164—165. (in Russ.)]

Received on: 2025.02.13
Conflict of interest:

The authors of this article confirmed the lack of conflict
of interest and financial support, which should be reported.

POCCUVICKWIA BECTHUK MEPUHATOJIONMN U MEANATPUM, 2025; 70:(2/2)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2025; 70:(2/2)




B MOMOLLIb TPAKTUYECKOMY BPA4YY

Oco0eHHOCTH O3/IHEH reMOpparn4ecKoii 00/1e3HH HOBOPOXKIEHHBIX

A.A. Komaposa', E.A. Capxucan’?, FO.B. XKuprosa'?, JI.JI. Bopona'’, C.B. Yepkacosa’,
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°IrbY3 «[eTckas ropoackas knvHudeckas 6onbHuua N29 um. IH. Cnepaxckoro A3M», Mocksa, Poccus;

STBY3 «Hay4HO-npakTUyieckuii LeHTP CreLmanm3upoBaHHOM MeAULIMHCKOM noMoLum aetam um. B.d. BoliHo-AceHeukoro
O3M», MockBa, Poccus

Features of hemorrhagic disease in newborns

A.A. Komarova', H.A. Sarkisyan?, Y.V. Zhirkova', L.D. Vorona'3, S.V. Cherkasova’,
I.M. Burlakova', V.I. Materii', V.A. Mironova', L.M. Makarova?, M.M. Nasser’, O.V. Tsilinskaya?,
V.G. Shatalov’, P.V. Shumilov’

'Pirogov Russian National Research Medical University, Moscow, Russia;
2Speransky Children’s City Clinical Hospital No. 9, Moscow, Russia;
3Voino-Yasenetsky Scientific and Practical Center of Specialized Medical Care for Children, Moscow, Russia

Ilon mo3aneii opmoii reMopparuyeckoii 00J1€3HH HOBOPOXKIEHHBIX MOAPA3yMEBAIOT COCTOSIHHE, 00YCJIOBIEHHOE AedHIHUTOM
BuTamMuH-K-3aBicumMbix ()akTopoB cBEepTHIBAHUSA KPOBHU Y JeTeii B Bo3pacte oT 8 aneii 10 6 mec xu3uu. IlaTosorus ovens yacto
CONMPOBOXKAAETCS TSKEJIbIMH BHYTPHYEPEIHBIMH KPOBOU3IMSIHUSIMH, MICX0J0M KOTOPBIX ObIBAET HE TOJIBKO Pe3MIAyabHASI HEBPO-
JIOTHYeCKasi CHMIITOMATHKA, HO U cMepTh. Oco0yIo rpyITy PUCKA COCTABISIOT AETH, He MOJIyYMBIIHE NPOUIAKTHIECKOE BBeJeHHE
npenapata sutaMuia K B poaaome u HaxoauBminecs: HCKIIOYNTENbHO HA IPYJHOM BCKAPMJIMBAHUHM. DTO 00yC/I0BIMBAET HEO0XO0-
JIMMOCTDb NMPO(UIAKTHKY, CBOEBPEMEHHOI TUATHOCTUKM M JiedeHus. [TocTaHOBKa 1UarHo3a OCHOBBIBAETCS HA JAHHbIX aHAMHe3a,
KJIMHMYECKO! KAPTHHBI ¥ aHAJIHM3€ Pe3yJIbTATOB J1a00PATOPHBIX NOKa3aTeJieil CBepThIBaeMOCTH KpoBH. Kinnnyeckue pekomMenaanuu
1o NpoUIAKTHKE TeMOpparnyecKoil 00Je3HH HOBOPOXKIEHHBIX PETYJIsPHO OOHOBJISIOTCS KaK B Mupe, Tak U B Poccun, omHako
BOINPOCHI BeJleHUs1 ieTeii ¢ mo3aHeil (hopMoii JaHHOTO 3200/1eBaHUS OCTAIOTCA aKTyalbHbIMU. Llesb cTaTbu — MpencTaBieHune ABYX
KJIMHMYECKUX CJIy4yaeB MO3HEil reMopparnyecKoii 00/1e3H1 y JOHOLIEHHBIX JeTeil, He MOJYYMBIIMX NPo(duIakTHIecKoe BBeAeHHe
BuTamuHa K v HaxXomMBIIMXCsl HCKTIOYUTETHHO HA TPYTHOM BCKapMinBaHuu. Oco0oe BHUMAHHE y/IeNIeTCS TMATHOCTHKE H JIEYeHHIO
HEBPOJIOTMYECKHX HADYIIEHUid, CBSI3aHHBIX C BHYTPHUYEPENHBIM KPOBOM3IHSHIAEM, 2 TAKXKE BAXKHOCTH CBOEBPeMEHHOIi Mpoduiak-
THKM JJIS IPeJOTBpalleHus 3200.1eBaHus.

Karouesvte caosa: Hosopoxcdennvie, sumamun K, eemoppacuueckas 601e31b HOBOPOICOCHHBIX, 2eMOPPALUMECKULl CUHOPOM.

Ansa umtuposBarnus: KomapoBsa A.A., CapkucsiH E.A., XXupkosa K0.B., BopoHa J1.[]., Yepkacosa C.B., bypnakosa V.M., Marepwii B.U., Mupo-
HoBa B.A., MakapoBa J1.M., Haccep M.M., UnnuHckas O.B., LLartanos B.I., LLlymunos I1.B. OcobeHHOCTV rno3aHer remopparnyeckoi 6os1e3-
HV HOBOPOXAEHHbIX. Poc BeCTH nepuHaton n neauarp 2025; 70:(2/2): 90-100. DOI: 10.21508/1027-4065-2025-70-2 (4.2)-90-100

Hemorrhagic disorder of the newborn (or Vitamin K Deficiency Bleeding, VKDB) is a pathological condition caused by a deficiency
of vitamin K, which is necessary for the synthesis of blood clotting factors, in children aged 8 days to 6 months. Vitamin K Deficiency
Bleeding manifests as bleeding from various localizations. The late form of disease is typically diagnosed after the first week of life and
can present as severe intracranial hemorrhages, which in turn can lead not only to residual neurological symptoms but also to fatal
outcomes. This condition is observed in newborns who have not received prophylactic vitamin K administration at the delivery and are
exclusively breastfed. This underscores the necessity for prevention, timely diagnosis, and treatment. Diagnosis is based on the med-
ical history, clinical picture, and laboratory blood clotting analyses. The updated clinical recommendations for Vitamin K Deficiency
Bleeding prevention have been implemented globally and in Russia, but the concerns of management children with late form of Vitamin
K Deficiency Bleeding are still relevant. This article presents three clinical cases of full-term infants with late forms of Vitamin K
Deficiency Bleeding. They did not receive prophylactic vitamin K administration and were exclusively breastfed. Special attention
is given to the diagnosis and treatment of neurological disorders associated with intracranial hemorrhage, as well as the importance
of timely prevention to avoid complications.

Key words: newborns, Vitamin K, Hemorrhagic disease of newborns, hemorrhagic syndrome.

For citation: Komarova A.A., Sarkisyan H.A., Zhirkova Y.V., Vorona L.D., Cherkasova S.V., Burlakova I.M., Materii V.I., Mironova V.A., Ma-
karova L.M.,Nasser M.M. Tsilinskaya, O.V., Shatalov V.G., Shumilov P.V. Features of hemorrhagic disease in newborns. Ros Vestn Perinatol i
Pediatr 2025; 70:(2/2): 90-100 (in Russ). DOI: 10.21508/1027-4065-2025-70-2 (p.2)-90-100

CHOHTaHHI)IC KPOBOTEUYEHUST Y HOBOPOXIECHHBIX
omuceiBaiuch ¢ XVII Beka M BOCTIPUHUMAINCH
aKylepaMM KaK TPOSIBJICHWST pa3IMYHBIX 3a0oJieBa-
Huii, Torna kak B XVIII Beke mosiBUJIOCH Mpenmnoso-
KEHUE, YTO OHU MMEIOT OOIIYI0 3TUOJIOTUIO, CBSI3aH-
HYIO C HapylIeHrueM CBepTbiBaeMOCTH KpoBu. B 1894 r.
Yapne3 TayHcenn omucan 50 ciiygaeB ¢ reMopparude-

CKMM CHHAPOMOM Y HOBOPOXIEHHBIX W BBEJI TePMUH
«reMopparudeckasi 0o0Jie3Hb HOBOPOXIEHHBIX» [1].
Ponb Butamuna K B cucteMe cBepThIBaHUS OblLJa ycTa-
HoBjeHa B 1935 r. Omoxumukom XeHpukom JlamMowm,
a B 1939 r. DaBapn Hya3u cuHTe3upoBan BUTaMuH K,
YTO CAENAJIO €ro MOCTYITHBIM TSI KIMHUYEeCKON TMpaK-
TUKH [2].
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Komaposa A.A. u coaem. OcOOEHHOCTH TTO3HEN reMOpparnyecKoii 60Je3H1 HOBOPOKIEHHBIX

I'emopparuyeckast 6osie3Hb HOBOpoKAeHHBIX (MKbB-
10 P53) —3aboneBaHue, TPOSIBISIIONIEECS] TTOBBIIIIEHHOMN
KPOBOTOUMBOCTBIO Y HOBOPOXAEHHBIX W JIETe TEPBBIX
MecsIeB XXKM3HU U3-3a HelocTaTKa (haKTOPOB CBEPThIBA-
Hus xkposu (11, VII, IX, X) [1]. B aHros3b14HOI TUTEpa-
Type MCIOJIB3YeTCsl TEPMUH «BUTaMUH K-meduimTHBII
remopparnueckuii cuHapom» (vitamin K deficiency
bleeding), MOCKOJIbKY OH OTpaXkaeT 3THUOJOTHIO 3a0o0Jie-
BaHUs M YKa3bIBaeT, YTO IMATOJIOTHSI MOXET BO3HUKATh
He TOJILKO B TIepuojae HoBopoxneHHoctu [3—5]. B mpo-
eKTe TIOCIIEHUX POCCUMCKUX PEKOMEHAAIUIA YIOoTpe-
OmstI0TCS 00a TepMuHa [3].
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Butamun K B kauectBe KodepMeHTa yJacTByeT B Kap-
OOKCHMIMpPOBaHUM TipeAlecTBeHHUKOB (akTopoB II, VII,
IX n X cBeproiBaronieit cucreMbl kKposu. [Tomumo 3toro,
ButaMuH K HeoOxomum mjist (yHKIIMOHUPOBAHUSI OEJTKOB
C 1 S NMpOTUBOCBEPTHIBAIOIIEH CHUCTEMbI, a TAKXKE OCTEO-
KanblHa. dedunut ButamuHa K mpuBomut K Hapyiie-
HUIO0 OOMeHa BCceX yKa3aHHBIX O€JIKOB, B pe3yJibTare y eTei
MepBbIX MECSIIeB XXU3HU 00pas3yeTcsi HeMOCTaTOK aKTUB-
HBIX (opM (PaKTOPOB CBEPTHIBAHUS KPOBU, UTO MPUBOIUT
K KJIMHAYECKN 3HAYMMBIM HapyIIeHUsIM reMocTasa [6, 7].

B 3aBucuMocTM OT BO3pacTa BOZHUKHOBEHMSI 3a00-
JIEBAaHUSI BBIAEJSIIOT PaHHIOW, KJIACCUYECKYI0 M TI03[I-
HIOI0O (OpMBI TreMopparndeckoii ©Oose3nu. Ilo3mass
(dopma MaHU(DECTUPYET ¢ 8-T0 THS TIO 6-1F MeCSIII KU3HU,
MPU 3TOM IMUK 3a00JIeBAEMOCTH OTMeYaeTcsl ¢ 3-i1 o 8-10
Henelo. [ToMrUMOo KOXHBIX TeMOpparuyeckKux 3JIeMeHTOB
W KeJyIOYHO-KHUIIIEYHBIX KPOBOTEUEHMI, XapaKTePHBIX
IIJTSI KJTACCUUECKOM 1 paHHe# hopM, TIpy o3aHel ¢hopme
yaile IMarHOCTUPYIOTCS BHYTpUUYEPEITHbIE KPOBOU3IIM-
SIHUSI, OOYCJIOBJIMBAIOIIME BBICOKYI0 WHBaJUAN3AIIUIO
M JIETAJIbHOCTD [ 3].

KnuHuueckne pekoMeHAaluu TI0 TpoduIakTuKe
reMopparn4eckoii OO0JIe3HM HOBOPOXKIECHHBIX OOHOB-
JISIIOTCSl KaK B Mupe, Tak 1 B Poccuu. OmHaKo BOMPOCHI
BeIeHUsI JIeTeil ¢ mo3mHel OopMOIl OCTAIOTCS aKTyaslb-
HeiMU. Ha mpumepe nByX KJIMHWYECKUX CIyvyaeB B CTa-
The TIPOJIEMOHCTPUPOBAHO TUMTUYHOE TEUEHUE IMO3IHEN
reMopparnyeckoi 60yie3HMU.

Knunnveckuii cayyaii 1. Manbuuk K., 24 cyr XxusHu,
ObLI TOCTUTAIM3WPOBaH B OTIEJICHUE peaHUMaluu
¥ WHTEHCUBHOW Teparuy HOBOPOXIEHHBIX U HEIOHO-
IIEHHBIX JeTeil MHOTOMPOMUIBLHON AeTCKON OOJTBbHUIILI
C TIOMO3pPEHMEM Ha KHUIIeUHYI0 WH(MEKINI HeycTa-
HOBJICHHOH 3THOJIOTMM B CBSI3M C XKaJloOaMM Ha OTKa3
OT €JIbl, PBOTY CTBOPOKEHHBIM MOJIOKOM 10 5 pa3 (10 200
MJI) ¥ HapyllleHWe CO3HaHUS.

W3 anamHe3a KU3HU U3BECTHO, YTO peOEHOK OT Mep-
BOIl OEpeMEeHHOCTH, TIpoTeKaBllell Ha (poHe TOKCUKO3a
C roTepeil Macchl Tejla 0 5 K, BarMHAJIbHBIM KaHIIM-
JIO30M M KYpCOM aHTHMOAKTepuaabHOW Tepanmuu Ha 7-M
Mecsite 6epeMeHHOCTU. Ponbl mepBbie cpouHble Ha 40-1i
Hezesle C JTOPOMOBBIM M3JUTUEM CBETJIBIX OKOJIOTUION-
HBIX BOJ 1 0e3BOIHBIM MPOMEXYTKOM 6 4. Macca Tena
npu poxaeHun 3180 1, nmHa 52 cM (cpenHue 3HaUYeHUe
no tabnuam INTERGROWTH-21%), onieHka 1o 1kase
Arnrap 8/9 6annoB. B ponnome Oblia mpoBeieHa BaKIIv-
Halus OT TyOepKyJses3a, Torna Kak oT BaKIMHALUM MPO-
TUB renatuta B u BBeeHUs] MeHaIMOHA HATPUST OUCYITb-
¢duta poauTean OTKazaIuch. MaabuuK ObUI BBITIMCAH
Ha 3-e CyTKM X13HU. JlaHHBIe O MPOBEIeHNN HEOHATaTb-
HOTO CKpMHUHTa OTCYTCTBYIOT. C poXaeHuss pebeHOK
HaxXOIWJICSI Ha TpyOTHOM BcKapwmymBaHuu. 3a 20 mHel
aMOyJ1aTOPHOTO HAOJIONeHUM B JITOMAIIHUX YCIOBUSIX
npubaBu 348 1.

Ilpy mocryruieHUM B OTHE/NIGHUE peaHuMaluu
W VHTEHCHUBHOM Tepanuu IJIsi HOBOPOXIEHHBIX JeTeit
COCTOSTHME OLIEHUBAJIOCh KaK KpaliHe TsiKeyioe, 00yCIoB-
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B MOMOLLIb TPAKTUYECKOMY BPA4YY

JIECHHOE HEBPOJIOTUYECKON CUMIITOMATUKON W SIBIIEHU-
SIMU TbIXaTeJIbHOW HemocTaTouHoCTH. [1py pusnkambHOM
OCMOTpE OMpENeTsUINCh OJETHOCTh KOXHBIX TTOKPOBOB
U BUAMMBIX CIIM3UCTBIX 000JI0YEK, KOXa C CYOMKTepHU-
HBIM OTTEHKOM, MpaMoOpHas, CHUMITOM OeJIoro TATHA
4 ¢, Ha BHYTPEHHEI MOBEPXHOCTU HIKHER T'yObI IeTe-
XWaJIbHble KpPOBOM3IMSIHUS. B HeBpojormyeckoMm cra-
Tyce CO3HaHUe pebeHKa paclieHWBAJIOCh KaK YTHETEHHOE
IO coriopa, Mo IKajie KoMbl [1a3ro cocrtaBuia 9 6aios.
ITpu HEBPOJIOTMYECKOM OCMOTpPE OTMEYaIUCh OcabIeH-
Hast (oTopeakiusl 3paykoB, CIACTUYECKUII TeMurapes,
HaIpsDKeHHBIA OoJbIIoi pomHuyok 2,5%3,0 cm, pac-
XOXIeHue MBOB 4epera A0 1 cm. OGHapyXuBajcs Tpe-
MOp BEpXHUX U HIDKHUX KOHEUHOCTEN M KIIOHMYECKHUE
cymoporu. JIpIxaHne MOBEpPXHOCTHOe, OpamuItHod 10 20
IIBIXaTEeJIbHBIX [BIDKEHUMIA B MMHYTY. HacklleHHOCTh
reMomnIooMHa K1uciopoaom coctasisuia 100% mipu nogaude
ra3soBOil cMecH ¢ KOHLeHTpauueit kuciopoaa 30%. Apre-
puanbHoe napiaenue 113/75 mum pr. cT. (cpeaHee 88 MM pT.
CT.), YacToTa CepAEYHBIX CoKpalleHuit 1o 133 yma/MuH.
IIpu npoBeIeHUM MAHUITYJISILIMIA OTMEYasiach MOBBIIICH-
Hasi KPOBOTOUMBOCTh M3 MecT uMHbekuuil. [lo nabopa-

TOPHBIM pe3ybTaTaM MCCIETOBAHWI TPU TOCTYTUIEHUH
ObITM BBISIBJIEHBI TTOCTTEMOpparnyeckast aHeMMsI TSDKEJTOM
crertenu (remornooun 70,8 1/, spurpouutsl 2,08:10'%/11)
n abcomoTHeIi Heirpodues (8,00-10°/1). Kpome Toro,
OTMEYaJIoCh OTCYTCTBHME KOAryJsILIMU TpU MCCIIeI0Ba-
HUM aKTMBUPOBAHHOTO YaCTMYHOTO TPOMOOILIACTUHO-
Boro BpemMeHu (AYTB), mnporpomMOMHOBOrO BpeMeHU
(ITB), MexXayHapOTHOTO HOPMAJIM30BAHHOTO OTHOIIEHUSI
(MHO), ypoBeHb (prOprHOTEHA COXpaHSICS B TIpeneax
BO3pacTHOM HOpMBI (2,56 1/1). Pesynbrathl mabopatop-
HBIX MCCIEIOBAHUIA B IMHAMUKE TIPUBEIEHBI B Ta0I. 1, 2.

ITo maHHBIM HelipocoHOTpaUM U KOMITHIOTEPHOM
TOoMOTpauu TOJOBHOTO MO3ra ObUTO OOHApyKEHO Mac-
CUBHOE CyOmypaibHOEe KPOBOU3IHMSIHUE 10 16 MM B TIpa-
BOIl remMucdepe €O CMeIIeHUEM CPeIUHHBIX CTPYKTYD
BJIeBO Ha 13 MM, BBIpaXXeHHBIM CHABJICHUEM KeJTyI04-
KOBOI CHUCTeMBbl W HapylleHueM IudhepeHIIMPOBKU
BeIlleCTBA TOJIOBHOTO MO3Ta, OMNpeessiach B3BeCh MeJ-
KO3EePHUCTOTO OcCalKka B JIMKBOPE, CBOOOTHO JieXKallne
1 (UKCUPOBAHHBIE K COCYAUCTBIM CTUIETEHUSIM CTYCTKH.
ITo maHHBIM YJIBTPa3ByKOBOTO MCCIIEAOBAHUS OPIOITHOM
MOJIOCTHA OTKJIOHEHU He OOHAPYKEHO.

Tabauya 1. O0mmii aHamM3 Kposn MaibuiKa K. npu nocTymnjieHuy u B TMHAMIKE
Table 1. Complete blood count of boy K. on admission and in dynamics

Bospact
Ioxasarens (Hopma) 2o/ 25¢/x 26 ¢/x 27 ¢/x 1mec3 1mec9 1mec13  1wmec21

cyT cyT cyT cyr
Dpurpouutsl, -102/1 (3,2—6,8) 2,08 2,6 2,71 3,87 3,04 3,03 3,21 3,33
T'emarokpur, % (30—54) 20,7 23,1 23,5 33.3 26.5 26,10 28.9 29,3
I'emorno6uH, r/m (90—166) 70,8 78,3 81,4 113 90.9 87,10 91 95,4
Tpom6oruTst, 10°/1 (218—586) 275 157 121 237 358 248 180 168
Jeiikouwmrtsr, +10°/1 (5—19,5) 13,75 7,58 4,45 8,00 7,01 6,21 7,01 6,37
Hevitpodunst, 10°/1 (1,18—6,06) 8,00 4,64 3,33 5,29 2,86 1,57 1,71 1,05

Tabauya 2. UccienoBaHue CHCTEMbI T€MOCTA3a M OMOXUMHYECKHIT aHAIM3 KPOBH Majibunka K. npu nmocTymieHnd v B MHAMHKE
Table 2. Study of the hemostasis system and biochemical blood analysis of boy K. on admission and in dynamics

Mukpobuonaorudyeckue uccaeaoBaHus

IToka3arennb (HOpMa) Boapact
24 ¢/x 25 ¢/x 27 ¢/ 1 mec 3 cyr 1 mec 21 cyT
AYTB, c (33,2—43,3) H/K 26,9 27,2 36,3 28,9
TB, ¢ (10,3—16,6) 14,0 13,7 — 19,6 18,8
AxTtuBHOCTh aHTUTpOMOUHA 111, % (32,8—62,8) 129 - - 107 -
®ubpuHoreH, r/a (1,36—3) 2,56 4,22 2,91 3,7 3,59
Konuenrtpanms mporpom6una, % (70—130) — 110 112 105 96
MHO (0,8—1,3) H/K 0,94 0,93 0,97 1,07
IITB, ¢ (9,5—12,6) H/K 10,1 10,0 10,4 11,7
D-numep, Hr/mi (205—553) 236 — — 615 —
CPB, mr/n (0,1-8,2) 0,3 — 1,2 — 0,5
TIKT, ur/ma (0—-0,05) 0,07 <0,05 <0,05 — —

I1pu moceBe OTACISIEMOrO U3 TPaXeOOPOHXUATbHOM TPYOKHU
B Bo3pacte 1 mec 1 cyT BoIsiBIIeHBI E. coli u S. epidermidis

Tpumeuanue. AYTB — akTMBMpOBaHHOE YaCTMUHOE TpoMOoIUIacTHHOBOE BpeMsi; TB — tpoMmGuHoBoe Bpemst; [1TB — nmpoTtpoMOGuHOBOE Bpe-
Msl; ¢/ — CYTKU XU3HU; H/K — HeT koarynsiunu; CPb — C-peaktuHblit 6es10K; ITKT — npoKagblUTOHUH.
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Komaposa A.A. u coaém. OCOOEHHOCTH TTO3IHEN reMOpparnyecKoii 60J1e3HU HOBOPOKIEHHBIX

Ha ocHoBaHMM maHHBIX aHAMHe3a (0TKa3 OT Mpodu-
JIAKTUYECKOTO BBeICHUST BUTaMMHa K, MCKITIOUUTETHHO
IpyaHOEe BCKapMJIMBaHUE), HaHHBIX HEBPOJOTUYECKOTO
ocMoTpa (yrHeTeHue CO3HaHUs JI0 COIopa, Harpsike-
HUe OOJBIIOTO POAHMYKA, OYaroBas HEBPOJOTMUYECKAsT
CUMINITOMAaTHKA), PE3yJIbTaTOB JabOOPaTOPHBIX (aHEMMUSI
TSKEJION CTeTIeHW, OTCYTCTBHME KOATYJSIUN) U UHCTPY-
MEHTAJIbHBIX MCCIIeIOBaHUI ObLT BBICTABJIEH JMATHO3:
MO3/IHsISI TeMopparnyeckasi 00Je3Hb HOBOPOXIEHHBIX.
MaccuBHoe cyOnypajqbHOE€ KpOBOUBJIUSIHUE CIIpaBa.
TeueHue oCHOBHOTO 3a00JIEBaHUSI OCJIOKHUIOCH OTEKOM
TOJIOBHOTO MO3Ta, Pa3BUTHEM TSIKEJIOM MOCTreMOppari-
YeCKOI aHEMUU.

TsoxecTh CyOmypasibHOTO KPOBOUBIUSHUS B JIEHb
MOCTYIJIEHUsT TpeboBaja TIPOBENECHUST YPECKOXKHOM
MMyHKIIUA KPOBOUBUSTHUSI, BO BpeMsI KOTOPOI 10 pa3pe-
IIEHMS HATIPSDKEHMS OOTBIIIOTO POTHUYKA OBIIIO 9BaKyH-
poBaHO 0K0J10 110 MJT TeMOpPpParn4eckoro conep>KumMoro.
Bbita HazHayeHa aHTUTeMoOpparndyeckasi, TeMoCTaTHYe-
cKasl, aHTMaHeMWJecKasi, MH(PY3MOHHasl, aHTUOAKTepU-
aJibHasl ¥ CUMIITOMaThyeckasi Tepanuu (tTaos. 3).

ITo maHHBIM MarHUTHO-PE30HAHCHOM TOMOTpaduu
TOJIOBHOTO MoO3ra, Ha 24-e¢ CyTKM MpeObIBaHUSI B CTa-
nvoHape (B Bo3pacte 1 Mec 16 cyT) OBUTM BBISBICHBI
MPU3HAKUA TIOCJIEACTBUI BBIpAXKEHHOTO IU(MdY3HOTO
UIIEMUYECKH-TEMOPPArnyecKoro TMOopaXkeH!Usl MO3T0-
BBIX CTPYKTYpP, C pyOIIOBO-aTPO(PUIECKUMU M3MEHEHU-
SIMU TTApEHXUMBI TIpaBoil TeMuchepsl (¢ obeTHeHUEM
KPOBOTOKa) C MAaCCHBHON KHCTO3HO-TJIMO3HOW TpaHC-
dopmanmeii u  MyJIbTU(OKAIBHON JIeiikoaHIedao-
MaJIsiMeit JieBoit reMucdepbl M C MOCTTPOMOOTHYE-
CKMMM M3MEHEHUSMU KaydaJbHBIX OTIEIOB IypaJbHBIX

Tabauya 3. Jleyenune, nposeneHHoe MaIbunky K. B cranmonape
Table 3. Treatment of boy K. in hospital

cuHycOB (0oJibllle crpaBa) W MPaBOW SIPEMHOI BEHBI.
Ilpn KoHTpONBHOI 3JeKTpodHIedamorpaduy JTaHHEIE,
MOATBEPXKAAIOIINE  SMWICNTU(MOPMHYIO  aKTUBHOCTb,
Ha (oHe HayaTo¥ IMPU MOCTYIJIEHUU MPOTUBOCYIOPOXK-
HOI Tepanuu He BbISIBJIEHBI.

Tlocne seuyeHUst coxpaHSUICSI HEBPOJOTUYECKMI
neduInT B BUIE NBUTATENIbHBIX HapylleHuil. B cramuo-
Hape mnipeObiBai 31 neHb (B Tom umcie 11 mHel B oTme-
JICHUM peaHWMalluM W WHTEHCUBHOW Tepanmuu HOBO-
POXIEHHBIX), B Bo3pacTe 1 Mec 24 mHST BBIITMCAH TOMOM
B YIOBJIETBOPUTEILHOM COCTOSIHMM C Maccoii tena 5182 r
u nauHo# Tena 52 cM. Ilpu BeITMCKE — 3HTEpabHOE
MUTaHUE TPYIHBIM MOJIOKOM M CMeChlo. 3a BpeMmsl Tpe-
ObIBaHUSI B CTallMOHape TNpubaBKa B Macce Tejla cocTa-
Buita 1654 r. Ha ¢doHe sneyeHuss cocTtossHue pebeHKa
CTaOWJIN3UPOBAJIOCH, CO3HAHUE SICHOE, TIPU3HAKU TeMOP-
parmyeckoro CMHIpOMa OTCYTCTBOBAJIM, JaOOpaTOpHbIE
rnokasarejad HOpMaln30Bauch. K MOMEHTY BBIITUCKU
pe3yJIbTaThl KoaryJorpaMMbl B Tipenenax pedepeHTHbIX
MHTEPBAJIOB.

PexomeHmoOBaHbI TPOMOJKEHNE TIPOTUBOCYIOPOXK-
HOWl Tepanuu, HaOJOIEeHUE TeauaTpa, HeBpoJjora,
reMaroyiora Mo MECTy >KWTEeJIbCTBAa, KOHTPOJb YPOBHS
reMorjioonuHa, TpoBeIeHUe HeilipocoHorpapuu u 3JeK-
TposHIedanorpaduu ISt pereHust BOrpoca o JajabHei-
11Ie¥l TIPOTUBOCYIOPOXKHONM Teparuu, a Takxe TJIaHOBOE
BOCCTAaHOBUTEJIbHOE JIUEHUE B YCIOBUSIX CIEHIUATN3U-
POBAHHOTO TICUXOHEBPOJOTMYECKOTO CTallMOHAapa.

Knunnyeckuii caywaii 2. Manpbuuk E. B Bo3spacte
1 mec 11 cyTt ObLT TOCUTAIN3UPOBAH B MH(PEKIIMOHHOE
oT/eJIeHue MHOTOTNPO(MUIBbHON OOIBLHUIIBI C XXajobamMu
Ha MHOTOKPATHYIO PBOTY C NMPUMEChI0 TEMHOW KpOBU

HanpasJienue Tepaniu

JleyeHue

PecrniupaTtopHast mompnepxka

HckyccTBeHHAst BEeHTUIISILIMS JIETKUX TIEPBBIE § CYT MPeObIBAHUS B CTAlIIOHAPE

Menanuona Hatpusi 6ucyabhuT 1% 0,1 M1/Kr BHYTPUMBIIIEYHO | pa3 B HEIEo

I'emocraTtnyeckas Teparnusa

Dramsuiart 12,5% BHyTpuBeHHO 110 0,4 M1 4 pa3a B CyTKU

TpanekcamoBast Kuciota 10 Mr/Kr BHyTpUBEHHO 3 pa3a B CyTKU

OputpouurtapHas B3Bech A (I1) Rh+ 15 mr/kr (50 M) 2 no3bl

I'emotpanchy3umn

Kpuonpeuunurar A (IT) Rh+ 2 no3st

CaexxeszamopoxeHHas miasma A (IT) Rh+ 20 mr/kr (70 M)

AHTHaHeMHUYeCKas TEeparusa

Tepanm{ OTEKa roJJoBHOIro Mo3ra IleKCElMeTBSOH

IIpoTuBOCYnOpOXKHAS TEpATIUS

Opanbdon 150 EJI /KT mogKoxxHO

Jlesetnpanieram 20 Mr/Kr/CyT BHYTPUBEHHO KaIleJIbHO TIEPBBIE 7 CYT TPEObIBAHUS
B CTAllMOHApe, ajiee Mepexojl Ha MepopaIbHbIN TpUeM

AMIMMUIMUIMH-CYIb0akTaM 150 Mr/Kr/cyT nepBbie 15 cyT mpeObIBaHUS B CTAIINO-

AHTHOaKTepraibHas Tepanus Hape

Hedenum 150 Mr/KT/CyT B TIOCTIeAyIONIME 7 THEW

WHby3noHHas Tepanus

W3 pacuera 155 MJ1/Kr/c cyMMapHO C y4€TOM SHTEPaTbHOTO TTUTAHMS, TOTALIHS

BUTaAaMUWHOB, MUKPO3JIEMEHTOB, 3JICKTPOJIUTOB

Hduypetndeckast Tepamnust Dypocemun

TenarornpoTeKTOpHAas Teparust

VYpconesokcuxoneBas kuciota 10 mr/Kr/cyT
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B TeUeHME TIPEIIICCTBOBABIINX CYTOK M TIPOIOJIKAIOIIE-
ecs KpOBOTeUEeHME U3 MeCTa MHBEKIIMU. B CBA3M ¢ TsKe-
CTBIO COCTOSIHMSI, OOYCIIOBJICHHOTO TeMOpparnyecKuM
CUHIPOMOM, OBIT TiepeBelicH B OTAeJIeHNEe peaHUMaluu
W MHTEHCUBHOWM Tepanmui HOBOPOXIEHHBIX U HEIOHO-
IIEHHBIX IeTei Ha CIIEAYIOIINI IeHb.

M3 anaMHe3a M3BECTHO, YTO PEeOEHOK OT MaTepu
22 niet, oT mepBOI OepeMEHHOCTH, MpOTeKaBIleil Ha (hoHe
TOKCUKO3a, TIEPUOIOB TOBBIIIEHUST apTepUaTbHOTO IaB-
JIECHUSI M OTEKOB B TIOCJIEAHUE Hemedn OepeMEeHHOCTH.
MennkaMeHTO3HYIO Tepalurio MaTh BO BpeMsl OepeMeH-
HOCTU He Toiydana. Pombl mepBble CaMOCTOSITENIBHbBIE,
B CpOK. JITaHHBIE O TIPOTEKAHWU POIOB OTCYTCTBYIOT.

CocTostHUE TIpU POXACHUU YIOBJIETBOPUTEIBHOE,
Macca Tena 2920 r, mmHa Teja 52 ¢M, olleHKa I10 IITKajie
Arrap 8/9 GamoB. Ilokasatenb AJIWHBI Tejla MPU POXK-
NEHUW CpeIHWIA, ToKa3aTelb Macchl Tejla HUBKUI
no tabimuam INTERGROWTH-21%. JlanHble o BBene-
HUU TIperapaToB BuTamMuHa K B pommoMe OTCYTCTBYIOT.
IMocne mpoBeneHUsT TPOGUIAKTUUECKUX TTPUBUBOK
M HEOHATAJIbHOTO CKPWHWHTA BBIMUCAH U3 POAMIBHOTO
JIoMa Ha 5-€ CYTKU JKU3HU B YIOBJIETBOPUTEITLHOM COCTO-
sHK. C poXIeHUsT HaXOIWIICS Ha UCKITIOUUTETbHO TPy~
HOM BCKapMJIMBaHMM IO TpeboBaHUIO. B TeueHue 1 Mec
u 6 THe#l peObIBaHUST JoMa TTprubaBKa B BeCce COCTaBUIIa
1280 r. B Bo3pacte 1 mec 9 nHeit B MecTe BBelIeHUs 2-1
BaKILIMHBI TIPOTUB BUPYCHOTO TEMaTUTa BO3HUKIIO KPO-
BOTEUEHME, MPOJOJIKABIIIEECS B TeUeHHUE 2 CYT, JIeUeHUE
KOTOPOTO He TIPOBOIUIOCH.

ITpu MOCTYTUIEHUN COCTOSTHUE PAacIieHEHO KaK TsKe-
Jloe, OOYCIOBIIEHHOE TeMOPParn4ecKuM CHHAPOMOM.
Co3HaHMe YTHETEHO J0 TIyOOKOTO OTJIyIIeHUs, OlleHKa
o mkajae Kombl ['masro 12 6amios. [lpu ¢pusnkanbHOM
OCMOTpE OIpeAeSIACh OJieIHbIe KOXHBIE TTOKPOBBI,
IIMaHO3 HOCOTYOHOTO TpEYroJibHMKAa W TOCTUHBEK-
IIMOHHAsT TeMaToMa Ha KOXe TMepeaHedl MOBepXHOCTU
JneBoro Genpa. Ilpu mpoBeaeHUM MaHUMYJISILIAA OTMe-
Yajiach TMOBBIIIIEHHAs KPOBOTOYMBOCTb M3 MECT MHBEK-
umit. JIpIxaHue caMOCTOSITeNTbHOE, PEryJsspHOe, 4acToTa
NIbIXaTeJbHBIX IBWKEHUN 44 B MUHYTY, HACHIIIEHHOCTD
reMOMJIOOMHA KUCIOpoaoM cocTtaBisia 98%, aprepu-
anbHOoe napieHue 78/40 MM pr. cT. (cpemHee 53 MM pT.
CT.), 4acroTa cepae4yHbIx cokpaiieHuin 140 ym/MuH.
ITpn HEBPOJIOTMYECKOM OCMOTPE MEHMHTeaIbHbIE U OYa-
TOBBIE CUMIITOMBI HE BBISIBJICHBI, OOJIBIION POTHUYOK
pa3mepoM 1,5%2,0 cM, He HampstkeH. Pedaekcsl HOBO-
POXIEHHBIX MCTOIIEHBI, CYXOXWIbHBIE pedeKCchl
COXpaHEHBI, CUMMETPUYHBI, TOHYC MBIIII] TTOBBIIIECH
B crubaTesiX, CAMMETPUYEH.

B ximuHWYecKOM aHajau3e KPOBU TPH TOCTYILIE-
HUU BBISBIEHBI aHEMUS CpeIHEH CTENeHM TSKeCTH
(remoro6un 83,8 r/1, sputpouuTs! 2,56-10'%/1), abco-
MOTHBI HeiTpoduies (8,88:10°/1). Tlo maHHBIM OMO-
XUMUYECKOTO aHaln3a KPOBU OTMECEHO TOBBIIIEHUE
YpOBHsI MapkepoB BocrajieHust (C-peakTMBHOTO Oejika
no 16,2 Mr/i), MOBBINIEHWE TamMMa-TIyTaMUITpaHche-
passl (222 en/n). [1pu nccnenoBaHUU CUCTEMbI TEMOCTa3a

B MOMOLLIb TPAKTUYECKOMY BPA4YY

BBISIBJIEHO OTCYTCTBHE KOATYJSIUU TIPU HMCCIIeIOBaHUU
CHCTEMBI TeMOCTa3a B COYETAaHWU C HOPMAaJIbHBIM YpPOB-
HeM ¢ubpuHoreHa. PesynbraThl J1a00paTOPHBIX MCCIE-
JOBaHWI B IMHAMKKE TIPUBEICHBI B Ta01. 4—6.

Ilo nmaHHBIM HeiipocoHOrpauu ObLIM BbHISBICHBI
9XO-TIPU3HAKN HE3HAYUTENIbHOM IUjaTallid JIMKBOP-
HBIX CUCTEM W TUITOKCUYECKU-UIIEMUYECKUX W3Me-
HEHWII BelllecTBa TOJOBHOTO Mo3ra. Ilo pesyiabTatam
KOMITBIOTEPHOI TOMOTpauu TOJOBHOTO MO3ra, IMpo-
BEJICHHOM Ha CJIEAYIOIIMe CYTKHU, BBISIBIEHBI KpPOBO-
N3IMsTHUE B 0a3alibHBIE OTAENIbI IIPaBOU JTOOHOU IO
W BHYTPUXKETYIOYKOBOE KPOBOM3IUSHUE 2-1 CTETIEHM.
ITo pesynbraTaM MarHWTHO-PE30HAHCHOW ToMorpaduu
TOJIOBHOTO MO3ra Ha 6-e CYTKHW TpeObIBaHUS B CTAllO-
Hape ObIIW BBISIBJICHBI TTPU3HAKU CyOapaxHOWAAIBHOTO
KPOBOM3JIUSIHUS C OTEKOM TIOJIeXalllero BellecTBa
TOJIOBHOTO MO3Ta, TPUBEHTPUKYJISIPHOW THApOIehaTnn
¢ OJIOKOM Ha YpOBHE BOIOIPOBOJA MO3ra, MHOXKECTBO
BHYTPMMO3TOBBIX TeMAaTOM B TTO3IHEM MOAOCTPOM TIEpH-
one. Ha sanexTposHiiedanorpammMe BhISIBJIEHBI PU3HAKA
IUC(HYHKIIMY Ha TaJlaMOKOPTMKAJIbHOM YpPOBHE, 3TH-
aKTUBHOCTh Ha (OHE HavyaToOl TMPOTUBOCYIOPOXKHOM
Tepanuu He oOHapyxkeHa. [1o JTaHHBIM yJIBTPa3ByKOBOTO
HCCIIEOBAHMSI OPTaHOB OPIOIIHOM MOJIOCTH OTKJIOHEHMIA
He oOHapyxXeHo. B cBs3M ¢ momo3peHueM Ha cybapax-
HOMIATbHOE KPOBOM3IMUSIHKUE OblIa TPOBeleHa BEHTPU-
KyJIsipHasi TYHKLIWS W TPOBEAeH KIMHUYECKHWI aHaIu3
CITMHHOMO3TOBO KHMIKOCTH: JIMKBOP PO30BHIi, IMpO-
3payHbIii, 0OHAPYKEHBI SPUTPOIIUTHI.

Ha ocHoBaHMM Xajg006 Ha PBOTY C MPUMECHIO TEM-
HOI  KpOBWM, HempeKpamaioneecss KpOBOTeUEHHE
U3 MecTa WHBEKIWW, JaHHBIX aHaMHe3a (OTCYTCTBHE
JAHHBIX O TPOMUIAKTUYECKOM BBeIeHUM BUTaMMHa K,
HWCKITIOYUTENIBHO TPYIHOEe BCKApMJIMBaHUE), TAHHBIX
0OBEKTUBHOTO OCMOTpa (OJEMHOCTh KOXHBIX TTOKPO-
BOB, NMOCTUHBEKIIMOHHAS TeMaToMa B OO0JIACTU JIEBOTO
Genpa), TaHHBIX HEBPOJOTUYECKOTO OCMOTpa (YyTHETEHHE
CO3HAHUS JI0 TJIYOOKOTO OTNYIIEHMSI, OBICTPOE MCTOIIE-
HUe pedIeKCOB HOBOPOXKIECHHBIX), pe3yJIbTaTOB J1abo-
paTOpHBIX HCCIeNOBaHUI (OTCYTCTBUE KOATYJISILINU,
CHIXXEeHUE KOHIEHTpAllUM TeMOTJIO0MHA W KOJUYeCcTBa
SPUTPOLIMTOB, HAJTUYME SPUTPOLIMTOB B JIMKBOpE), MaH-
HBIX KOMITBIOTEPHOM TOMOTpauu TOJOBHOTO MO3Ta
U HelipocoHOoTpa®uu O THMOKCHYECKU-UIIEMUIECKOM
1 TeMOpPparMueckoM MOpakeHUH BelllecTBa Mo3ra, cyba-
pPaxXHOMAAJTLHOM KPOBOMBJIMSIHUY, THAPOLIeaTun, KOH-
CyJbTallX HEBPOJIOTa OBIT TTOCTABJICH IMATHO3: TTO3IHSIS
reMopparmyeckasi 600yie3Hb HOBOPOXIEHHOT0. MHOXe-
CTBEHHBbIE BHYTPHUMO3TOBBIe TremaToMbl. CyGapaxHOU-
JnajbHOEe KpoBousnusHue. KelyaouyHOoe KpOBOTEUEHMUE.
TeyeHre OCHOBHOTO 3a00JIeBaHUSI OCIOXKHUIOCH Pa3BU-
THEM TTOCTIeMOPPAarunIecKoil aHeMUM CPelHeil CTeTeHn
TSKECTH.

PebGenky mpoBoauiach aHTUTeMOpparudeckas Tepa-
MUsI, B CBSI3W C pa3BUBIICHCA MOCTreMOpParndecKoi
aHeMuel 1 1e(UIIUTOM CBIBOPOTOUHBIX (haKTOPOB CBEP-
TBIBAEMOCTU Ha 2-€ CYTKU TIpeObIBaHUS B CTallMOHape
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OBLIO MPOBEIEHO TMePeIMBaHNe SPUTPOILIMTAPHON B3BECH
U CBEXe3aMOPOXEHHOM M1a3Mbl. 3a BpeMsi TTpeObIBAaHUSI
B cTallMoOHape y pebeHKa Ha (DOHEe TMIOKCUYECKU-UIIIe-
MMYECKOTO M TeMOppParuvyeckoro rmopakeHusl BEeIecTBa
TOJIOBHOTO MO3ra OTMeuajioCh MosiBIeHNe (hOKaJTbHbBIX
CYIOpOT B MPaBbIX KOHEYHOCTSX. B ¢BA3M ¢ aTMM ObLTa
Ha3HayeHa TPOTUBOCYIOPOXKHAS Teparusi C TOJTOXU-
TeJbHBIM 2 dekToM. JledeHre B yCI0BUSIX CTallMOHapa
MpeacTaBjieHo B TaoI. 7.

Ha ¢oHe neueHus: oTMeueHa TOJOXUTEIbHAS AWHA-
Muka. COCTOSTHUE K MOMEHTY BBIMTUCKHM YIOBJICTBOPH-

TeTbHOE, MEHUWHreajlibHasi M oyaroBasi CHMIITOMaTHKa
He otMevasach. [lo pesynbTaTaM KOHTPOJIBHBIX HCCIIe-
NIOBaHUI CHUCTeMbl CBEPTBHIBAHUSI KPOBU — TEHACHIIWS
K HopManu3auuu. [Ipn KOHTPOIBHBIX HeiipocoHoTrpaduu
Y MarHUTHO-PE30HAHCHOI TOMOTrpadru roJIOBHOTO MO3Ta
OTMeYeHa OTpUlaTe/IbHasI TMHAMMKA B BUIE TOSIBJICHUE
HOBBIX OvYaroB rumnonepdy3un B OacceilHax mepeaHei
¥ CpeIHel MO3TOBOI apTepuii ¢ 00eMX CTOPOH, BHISIBICHA
rnocTreMopparnyeckasi KUcTa JOOHOI JI0JIU CIipaBa.
Cniyctst 24 nHs TipeObIBaHUSI B cTalMoHape (B TOM
yucie 17 pHel B OTAECNEHUM peaHUMallMM U WHTEH-

Tabauya 4. O6mmii aHaM3 KpoBu Maibuuka E. mpu moctynieHnd v B IMHAMHKE
Table 4. Laboratory parameters of boy E. on admission and in dynamics

Bospact
IToka3arenn
Imecllcyr 1mecl6cyr 1mec23cyr 1mec25cyr 1mec29cyr 2 wmec 6 cyr
Dpurpountsl, 102/ (2,8—5,1) 2,56 2,95 3,43 3,32 3,25 3,25
I'ematokpur, % (30—54) 25,5 57,1 32,5 31,7 30,6 30,3
IT'emorio6uH, r/1 (90—166) 83,8 94,2 105 99 97 97
Tpom6o1uTsI, -10°/1 (229—562) 410,8 204,4 445 412 357 441
Jleiikouwmrsr, -10°/1 (5—18) 14,91 11,97 9,5 8,6 6,5 6,6
Heiitpodunsr, -10°/1 (0,83—4,23) 8,88 6,25 — — — —
Tabauya 5. UccnenoBaHue CUCTEMbI FeMOCTa3a y MaJibunka E. npu nocTynjieHun U B IMHAMUKE
Table 5. Study of the hemostasis system of boy E. on admission and in dynamics
Bospact
IToka3arenn (HOpMa)
Imecllcyr 1mecld4cyr 1mecl8cyr 1mec23cyr 2meclcyr 2 wmec6cyr
AYTB, c (25—43,3) H/K 26,8 32,8 32,5 32,1 31,9
TB, ¢ (10,3—16,6) 14,2 14,4 17,3 16,0 17,4 17,0
AxTHUBHOCTb aHTUTpOMOMHA 111, % 63 60 _ _ _ _
(32,8—62,8)
dubpuHoreH, 1/1 (2,58—4,65) 3,90 2,86 4,03 5,07 4,20 3,56
KonueHTpanust mporpoMbuHa, %
(70—-130) H/K 97 93 98 97 84
MHO (0,8—1,3) H/K 1,02 1,04 1,01 1,02 1,12
ITB, ¢ (9,5—12,6) H/K 11,7 12,0 11,6 11,7 12,1
D-numep, Hr/mi (205—553) 582 — — — 668 —
Tabauya 6. BuoxuMudecKuil aHAIM3 KPOBH Y MaibuuKa E. npy mocTynjieHny U B TMHAMUKE
Table 6. Biochemical blood test of boy E. on admission and in dynamics
Bospact
IToka3zaTens (HOpMa)
Imec13cyr 1mec15cyr 1mec23cyr 2 wmec 1cyr 2 mec 6 cyT
AnAT, en/n (10—49 46 27 - 35 32
AcAT, en/n (0—40) 45 38 — 40 36
ITT, en/n (5—85) 222 144 — 99 62
CPB, mr/a (0-9) 16,2 8,3 5,4 2,1 —

KT, ar/mx (0—-0,05)

- 0,25 - - -

Ilpumeuanue. TB — TpomOuHOBOE Bpemsi; [ITB — nporpoMOuHoBoe BpeMs; ATAT — anaHuHaMmuHoTpaHchepasa; AcCAT — acnapraTaMUHO-
tpaHcdepasa; ['TT — ramma-riyramunrpaHcdepasa; CPb — C-peakTtuBHblii 6es10K; [TKT — npokaaiblMTOHUH.
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CMBHOI Tepanuu jiss HOBOPOXIEHHBIX AeTeil) pebde-
HOK OBIJ1 BBIIMMCAH B YIOBJIETBOPUTEIBLHOM COCTOSIHUU
oI IMCTIIaHCEpHOEe HabJIoeHe HEBPOJIoTa U TTeauaTpa
10 MECTY XUTEJIbCTBA. Ha MOMEHT BBIITUCKY HAXOIWIICS
Ha DHTEPAJbHOM IMUTAHUM HWCKJIOUUTEBHO TPYIHBIM
MOJIOKOM. 3a BpeMsl NpeObIBaHMUSI B CTalMOHApe IpU-
6aBka B Bece cocraBmwia 920 r. Ilpm BBIITMCKE peKo-
MEHIOBAaHO KOPMUTh pebeHKa I10 BO3PAcCTy TIPYIHBIM
MOJIOKOM ¥ aJalTUPOBAHHOW CMEChbIO, IPOHOJIKUTH
MPOTUBOCYIOPOXKHYIO Teparnuio. KOHTpoJbHbIE HEHRPO-
coHorpaduss M MarHUTHO-pe30HAaHCHasi ToMorpadus
TOJIOBHOTO MO3Ta PEeKOMEHAOBAaHBI Yepe3 MecsIl TocIe
BbIMUCKKM. KOHTpPOJIb 3a OKPYXXHOCTBIO TOJOBBI 1 pa3
B 3—4 nHsa. PexomeHnmoBaHo 1 pa3 B 2 Hex oOmmuii aHa-
JIN3 KPOBU U OMOXMMMYECKUIT aHAJIU3 KPOBU C OIpejiesie-
HUEM YPOBHSI ITEUEHOUHBIX TPAaHCAMUHA3, XKeJie3a.

0OO6cyxaeHue

I'eMopparndeckast 601€3Hb HOBOPOXKIECHHBIX — TIPU-
oOpeTeHHOE 3abo0JieBaHUe, TPOSIBIISIONIEECS TMOBBIIIEH-
HOI KPOBOTOYMBOCTBIO Y HOBOPOXKIEHHBIX M IETEH Tep-
BBIX MECSIIIEB XKU3HU M3-3a HETOCTATOYHOCTH BUTAMUH
K-3aBHCUMBIX (haKTOPOB CBePTHIBAHUST KPOBU. JIMarHo3
BepuULIMpyeTCa TP YUIMHEHUU TPOTPOMOUHOBOTO
BpeMeHMU B 4 pa3a 1 60Jiee, CHIDKEHUN TPOTPOMOMHOBOTO
nHaekca 1 noseimenn MHO B 4 pa3za u Oojiee, a Takke
VIUIMHEHWW aKTUBUPOBAHHOTO YaCTUYHOTO TPOMOOTLIA-
CTUHOBOTO BpPeMeHU TMpPU HOPMaJIbHOM ypOBHE (hUOpU-
HOTreHa M TpoMOouuToB. Eciau mpoTpoMOMHOBOE BpeMms
M aKTUBUPOBAHHOE YaCTMYHOE TpPOMOOTUTACTUHOBOE
BpeMsl YIUTMHEHBI, HO He JOCTUTAIOT YKa3aHHBIX YpOB-
Heil, clydail clieflyeT MHTEPIPeTUPOBaTh KaK TMOIo3pe-
HHUe Ha TaHHYIO Tlatojoruio |3, §, 9].

JlnarHo3 TOATBEpPKIAeTCS HOpMau3alueid Tpo-
TPOMOMHOBOTO BpeMeHHU TOCe Ha3HAYeHUsI BUTAMUHA
K. Onnako yBennueHre MPOTPOMOMHOBOTO M aKTHUBU-
POBAHHOTO YaCTUYHOTO TPOMOOIJIACTUHOBOTO BpEeMEHM
He 00JlafaeT JOCTaTOYHOM YYBCTBUTEIBHOCTBIO M CIIEII-
UGUIHOCTBIO  JUISI  JUATHOCTUKM  TeMOpparundyeckKoi
00JIE3HU, TTOCKOJbKY MOXET MMETb MHYIO 3THOJIOTHIO.
H3mepeHne ypoBHsI BUTaMMHa K B CBIBOPOTKE KPOBU

Tabauua 7. Jleuenue, npoBeneHHoe nanueHTy E. B cranuonape
Table 7. Treatment of boy E. in hospital

B MOMOLLIb TPAKTUYECKOMY BPA4YY

TakKe 3aTPyIHEHO M3-3a CIIOKHOCTU METOIWKU W BI-
STHASI BHEITHUX (haKTOpOB (MUTaHUE, BPEMST U YCIOBUS
nonsyyeHuss mMarepuana) [8—10]. B kauectBe mormoiaHM-
TEJBLHOTO TecTa JUISI TUAarHOCTUKHU MCITOJIb3YeTCsl OTpe-
NeJIeHNe YPOBHST GeJIKa, MHAYIIMPOBAHHOTO OTCYTCTBHEM
ButamuHa K (Protein Induced by Vitamin K Absence or
Antagonist-1I, PIVKA II). PIVKA 1l — 310 He noJjiHO-
CTBhIO KapOOKCHIIMpOBaHHAsT (hopMa MPOTPOMOMHA, YpO-
BEHb KOTOPOW TMOBBINIAETCS TIPU HOeUINTEe BUTAMUHA
K[11-13].

I1o manaeM S.H. Al-Zuhairy u coaBr. [12], ipu cpaB-
HEHMIO ¢ IpyruMu (hopMaMu reMopparudeckoi 601e3Hu
HOBOPOXAEHHBIX MO3MHsIsT (hopma vaie (B 30—88% ciy-
YyaeB) TPOSIBIISIETCST TSKEIBIMA BHYTPUUYEPETTHBIMUA KPO-
BOUBJIUSTHUSIMU, KOTOpbIe B 24—26% ciy4aeB TTPUBOIST
K JIETATbLHOMY MCXOMY, a Y BbDKUBIIUX B 55% ciydaeB —
K TSDKEJIBIM HEBPOJOTUYECKUM TTOCIIEACTBUSIM: STTUJIETI-
CHUM, MBIIIIEYHON TUTIOTOHUU, JIETCKOMY 1IepeGpalbHOMY
nmapajandy, MUKpoluedanuu, THapouedainn, 3amaepxkKe
TMICUXOMOTOPHOTO pa3BUTHS. B MpeacTaBIeHHBIX KIMHU-
YeCKUX CIydasix TO3MHsIST (popMa MposBUIach BHYTPU-
YepermHBIMA KPOBOUIMSHUSIMUA PA3IMYHON JIOKAIN3a-
LIMU, 4TO OOYCIOBWIJIO TSKeJloe TedeHUe 3a0oJieBaHUS
1 HEOOXOAMMOCTh TOCTIUTAIM3AIUH C JICYCHUEM B YCIIO-
BUSIX OTAEJICHUS peaHUMaluy U MHTEHCUBHOW Teparivim.
V pebenka E. HA MOMEHT BBIMUMCKM HE OBLIO HEBPOJIO-
TMYEeCKOM CUMMNTOMATUKM, Y Manbunka K. coxpansics
HEBPOJOTUYECKHI TeULIUT B BUIE IBUTATETbHBIX HAPY-
IeHWi. XapaKTepuCcThKa TMOo3aHel (popMBbl TeMopparu-
YeCKoi 60JIe3HN HOBOPOKIEHHBIX Y 000UX JIeTei B cpaB-
HEHUU C JaHHBIMUA HAy4YHOM JIUTepaTyphl MpeAcTaBIeHa
B Tabm. 8 [§—11].

B o6oux ciygasix MpOoCIeXUBAIOTCSI TaKUe 3aKOHO-
MepHBbIe (haKTOpPhl PUCKA Pa3BUTUS TeMOpParmdecKou
60JIe3HN HOBOPOXKIEHHBIX, KaK OTCYTCTBHME TMpOhUIaK-
TUKHA BUTAMUHOM K ¥ MCKITIOUUTETBHO IPYIHOE BCKapM-
JuBaHue B aHaMHese [4, 5, 8]. Kpome Toro, y BTOporo
pebeHKa WMeeTCsT BhIpakeHHOE TOBBIIIEHUE KOHIIEH-
Tpalluy TaMMa-TiayTaMuITpaHchepasbl, YTO MOXKET OBITh
CJIEICTBAEM TTOPaXKEHUS TTeYeHU, OOCTPYKIIUU KeTIEBhI-
BOAAIINX TyTell — OMHOW W3 MPUYMH HETOCTATOYHOTO

Hanpasnenue Tepannu

Jleyenue

I'emocTaTnueckast TEparusia

TI'emotpaHchyszun

TTpoTuBOCynOpOXKHas Tepanus

AHTHOaKTepUaabHasH Teparus

TIpodunakTrka 3B Mpu XKeJIyaT0uHO-
KUIIEYHOM KPOBOTEUYEHUN

reHaTOHpOTeKTOpHaH TEparuia

Menannona Hatpust 6ucynbdut 10 mr/mir 0,1 Mr/Kr/cyT BHYyTPUMBIIIEYHO
Dramaunat Hatpust 125 mr/mi 0,3 Mr/Kr/cyT BHyTpUBEHHO

Bputponurapras B3Bech B (I1I) Rh+ 15 mi/kr
CaexeszamopoxxeHHas miaasma B (I1T) Rh+ 15 mi/kr

JleBetuparieram 20 Mr/Kr/CyT BHYTPUBEHHO
IMupunoxkcun 50 mr/mia 0,3 M1 BHYTpUBEHHO

CynbramMuu/uiuH 150 Mr/Kr/cyT BHYTpUBEHHO — 3 THS
Ledomnepazon, cynmso6aktam 100 Mr/Kr/cyT BHyTpUBEHHO — 12 mHEi

Omernpa3oi1 2 MI/KT/CyT BHYTPUBEHHO KaIeJIbHO

VYpconezokcuxoseBast Kuciaora 10 Mr/Kr/cyT nmepopaibHO
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BcachiBaHUS BUTaMMHAa K B KMIIEYHWKE W Pa3BUTUS
reMopparndeckoii 6omnesnu [8, 10]. OmHako pe3yib-
TaTbl MHCTPYMEHTAJBbHOTO OOCJEIOBaHMUSI HE TOJATBEpP-
IWIM HaJMyue TaTOJIOTUU TeNaTOOMIMAapHO CUCTEMBI.
Hcxonst uz manusix D. Poddighe u coasr. [14], MoxHO
MPEATNONOXNUTh, YTO TOBBIIIEHWE YPOBHS TaMMa-TJyTa-
MuITpaHcdepasbl MOXET HaOII0AaThCSI B HOPME y IeTei
10 6 MecC 1 OOBSCHSIETCS BBICOKOI KOHIIEHTpalue gep-
MEHTa B TPYJTHOM MOJIOKE.

HeobGxomumocTh TpoduIakKTUKK TeMOopparunyeckoi
00JIe3HN HOBOPOXKAEHHBIX OOBSCHSIETCS HU3KON TpaHC-
TUIalleHTapHoO# mnepenavyeid ButammHa K, oTcyTrcTBueM
ero 3amacoB B TI€YEHM, CHUKEHHBIM KOJUYECTBOM
KUIIEUHON MUKPOQJIOPHI, CUHTE3upyoliel BuTaMuH K,
YTO MPUBOAUT K €r0 HU3KOMY YPOBHIO, HO TIOBBIILIEHUIO
koHueHTpaiuu PIVKA-II B mynmoBuHHOI KpoBU 310pO-
BBIX HOBOPOXJIEHHBIX. B rpymHOM MoJIOKe comepxkaHue
ButaMurHa K Huke, BcacblBaHME B KMIIIEYHUKE HOBOPOX-
NIEHHBIX XyXe, a YPOBEHb aKTMBHOCTH 3IOKCHII-PEIyK-
Ta3bl, oOecrevyuBarolleii TMOBTOPHOE HCIOJIb30BaHUE
1 HaAKOIUJIEHUE €ro B nedyeHu, Hu3kuii [15, 16]. B cBss3u
C 9TUM UCKITIOYUTEIBHO TPyIHOE BCKapMJIMBaHUE, 3a00-
JIeBaHUSI TIEUYeHU, XOJiecTa3, CUHAPOM MalibabcopOouuu
cTy>kaT OCHOBHBIMU (haKTOpaMu prUcKa pa3BUTUSI TEMOP-
parmyeckoit 60Jie3H HOBOPOXKAEHHBIX [§8, 10, 12].

B orcyrcrBue npodunaktuku ButamMmmHom K yacrora
pa3BUTHS TIO3IHEN TremMopparnyeckoil 00JIe3HM HOBO-
POXIEHHBIX YBEJIMUMBAETCsI, OCOOCHHO y JIeTeld, Haxo-
NSIIIAXCST UCKJTIOYUTEIBHO Ha TPYITHOM BCKapMJIMBAHUM.
3abosieBaeMOCTb B OTCYTCTBUE TPOMWIAKTUKU BUTa-
muHoM K cocraBnser 10,5—80 Ha 100 ThIC. HOBOPOX-

NEHHBIX, ¢ TpuMeHeHueM mpodunaktuku — 0,24—3,2
cnyyaeB Ha 100 Tbic. HOBOpoXmeHHbIX [12, 17—19].
B Poccuu B cOOTBETCTBUM C HAIlMOHAJIBHBIMU KJIMHU-
YeCKMMHU PEKOMEHIALMSIMU TTPOBOIUTCS MTPOUIaKTUKA
ButaMuHOM K cpa3y mocie poxkaeHusl, OJHAKO aKTy-
aJIbHBIX JTOCTOBEPHBIX JAHHBIX O CTPYKType 3aboJieBa-
eMOCTH TeMOopparnyeckoil 00Je3HbIO HOBOPOXKIEHHBIX
Ha Ttepputopuu P® nHer. B 1944 r. B cBoeEM OOIIMPHOM
WUCCIeOBaHUM C yvyacTueM 13 ThIC. HOBOPOXKIEHHBIX
mBenckuit Bpau J. Lehmann omHUM U3 TIepBBIX TOKa-
3an [20], yTo mpoduIaKTMYeCcKOe BBeIeHNE BUTaMUHA
K cHuXaeT cMepTHOCTb OT KPOBOTEUYEHUI pa3IMYHbIX
JIOKaJaM3alMii B HEOHATaJbHOM TIEPUOAE B HECKOJbKO
pa3 [19, 20]. CormacHO TIPOEKTY POCCUMNCKMX KIWHU-
yeckux pekoMeHnaimii 2024 1. mpoduiakTuyeckoe
BBefeHMe BUTaMUHA K HOJDKHO OCYIIECTBISITHCS BCEM
HoBopoxaeHHBIM [3]. To 2022 1. B Poccuiickoit Mene-
pauuu 11 TIpo(UIaKTUKU U JIeYeHUs TeMopparude-
CKOU 00JI€3HU HOBOPOXKAEHHBIX UCTIOIb30BAICS TOJBKO
MeHaarMoHa HaTpust oucynbdur (ButamuH K3, cunteTn-
yeckasi BogopactBopumasi popma). [locie perucrpanym
(uromenanuona (BurtamuH K1, pwimoxuHon) B 2022 r.
PEKOMEH/IyeTCsl €ro MCITOJIb30BaHue M3-3a 0oJiee BhICO-
Ko adekTuBHOCTH U 6e3onacHoctu [14, 21, 22]. Han-
oonee 3(pdekTMBHON NPODUIAKTUKON B HaCTOsIIEe
BpeMsl TIpU3HAHA BHYTPUMBIIIEYHAST OTHOKpPATHASI UHb-
exuus ot 0,5 mo 1 mr Butamuna K1 B TedeHme 1mepBOro
gaca T1iocyie poxaeHus [23]. B xadyecTBe ajbTepHATUBEI
Mpu OTKa3e poauTeeld OT TapeHTepaJbHOTO BBEMIE-
HUSI HOBOPOXJIEHHBIM €CTb IEepOpaJIbHbIN MPUEM 2 MT
ButaMuHa K1 mipm poxneHuu, a 3aTeM JOMOJHUTEb-

Tabauya 8. XapakTepucTHKA Mo3aHeil ¢opMbl reMOpparndecKoii 00s1e3HM HOBOPOKIeHHBbIX Yy nanuenToB K. u E. B cpaBHennn

¢ JaHHBIMH JuTEpaTypsl [8§—11]

Table 8. Characteristics of the late VKDB in patients K., E in comparison with literature data [§—11]

JlaHHbIE IATEPATYPBI

Manbuuk K.  Manbuuk E.

Bo3spact manudecramyu nocie 2-i HeAe u 10 6-ro Mecsiia

o + +

(UK 3a00JIeBA€MOCTH C 3-i1 1O 8 Helelio)

AHaMHecTHYeCKHUe TaHHbIE:
CEeMEIHbIN aHaMHe3 10 3a00JIeBaHUSIM C TeMOPPArMyeCKUM CUHAPOMOM HE OTSITOILEH;
MaTh He TIPUHUMAJIa JIeKapCTBEHHBIE CPEICTBA, KOTOPHIE MOTJIM ITPUBECTH K TeMOpparnye- n i
CKOI1 00J1e3HM HOBOPOXKIEHHbIX;
OTCYTCTBUE MpoduiakTuku BuTaMmuHoM K B pongome;
WMCKITIOUUTETHLHO TPYIHOE BCKAaPMIIMBAHNE;

Knunuueckue nposiBieHust
KOXHbIE KPOBOU3IMSIHUS, TOBBIIIEHHAs! KPOBOTOUMBOCTD U3 MECT MHBEKIIMIA + +
KEJYTOYHO-KUIIIEYHbIE KPOBOTCUEHMS — +
BHYTpHMUEPEIHbIE KPOBOMBIUSHUS (CyOMypaibHOE, cydbapaxHOUIaIbHOE, n i
BHYTPUXKEJIyTI0YKOBOE, MHTPAApEeHXNMATO3HOE)

Pe3ynbTarhl 1TaGOpaTOPHBIX MCCIETOBAHUIA
YIUTMHEHUE aKTUBUPOBAHHOTO YaCTUYHOTI'O TPOMOOTIACTUHOBOTO BpEMEHU + +
YIUTMHEHHE MPOTPOMOMHOBOTO BpeMeHU > 4 pas3a + +
TOBBIIICHNE MEXKIYHAPOIHOTO HOPMAJIM30BaHHOTO OTHOIIEHUS > 4 pa3a I A
HOPMaJTM3aIys IPOTPOMOMHOBOTO BPEMEHU TI0CyIe BBeieHNsT BUTaMrHa K I AF
HOPMaJIbHBIN YypOBeHb (HUOPUHOTEHA 1 KOJMYECTBA TPOMOOILIUTOB + +
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HbIE O3Bl B TIEPUOL ¢ 4-TO 1O 6-i1 IeHb U ¢ 4-if TT0 6-10
Hepemo [24]. Hpyroit Bapmant — 2 Mr ButammHa Kl
repopagbHO MIPU POXKACHUM, a 3aTeM €XeHeIebHO Mo |
MT B TeueHue 3 mec [15, 25]. OngHako npu mpueme BUTA-
muHa K BHYTpb 3(p(eKTMBHOCTH NPOPUIAKTUKHA MOTYT
CHUXaTh HEKOHTPOJMpPYEMbIil YpOBeHb abcopOIuu,
HecoOJIIoIeHNe peXuMa JI03MpOBaHUS, CpbITUBaHUs/
pBOTa, TIOATOMY TlepopayibHasi MpoduIakTUKa HE peKo-
meHayetcs [9]. Kpome Torimio, oHa He MCIOJIb3YeTCs
Yy HEJIOHOIIEHHBIX JIeTe, AeTeil C XoJIecTa3oM, CUHIPO-
MOM MaJIbabCOpOLIMU U Y AeTeli, YbU MaTepU MPUHUMAIIN
npenapaTbl, OTPULIATEILHO BIUSIONIME Ha MeTaboIM3M
ButamuHa K [9, 21]. BHyTpuBeHHOE BBEeIeHUE CUMTACTCS
MeHee 3G (MEKTUBHBIM IO CPaBHEHMIO C BHYTPUMBIIIIEY -
HBIM, HO €T0 UCTIOJIb3YIOT Y HEJIOHOIIEHHBIX IeTel C HU3-
Ko Maccoii Tena [9, 24—26]. CpaBHeHUe peKOMEH AN
Mo npodWIaKTUKe TeMOpparuyeckoil 0O0JIe3HM HOBO-
poxnennbix B Kanane, Hunepnannax, Manuu u Poccun
npuBeneHsl B Tad. 9 [3, 18, 21, 24, 27].

3abojieBaeMOCTh TeMOpparndeckoit 60e3HbI0 HOBO-
poxneHHblx B KaHazge, rme coriacHO HallMOHAJIbHBIM
KJIMHUYECKMM  PEKOMEHIAlMsIM  MpodUIaKTUIeCcKoe
BBeleHUue BUTaMuHa K ocyiecTBisieTcst MCKII0YUTETbHO
BHYTPUMBIIIIEUHO, 3a00JIEBAEMOCTh HUXE, YeM B COTO-
CTaBUMBIX IO COILIMAbHO-3KOHOMUYECKOMY Pa3BUTUIO
Hunepnannax, rne BBeneHue ButamMuHa K Bcem rpyr-
mamM HOBOPOXKAEHHBIX BBOAUTCS TiepopaibHo. CienoBa-

B MOMOLLIb TPAKTUYECKOMY BPA4YY

TeJbHO, TapeHTepaibHOe BBeneHue BuTamuHa K Oosee
3¢ heKTUBHO, YeM TepopalibHOe. AMepUKaHCKasl akaze-
MUS TIeIMaTPOB B CBOMX PEKOMEHMIAIMSIX TaKXKe OTIaeT
MpEeaIoYTeHUE TapeHTepaIbHOMY BBEJACHUIO BUTAaMMHA
K, oObsicHsIsT 3TO TeM, UYTO TiepopalibHOE BBeIEHUE
He TT03BOJISIET ITPEeIOTBPATUTh ITO30HIOI dhopmy [18].
Bbuto mpoBeneHO HECKOJIbKO MCCIIEeNOBAHUM, TTOCBSI-
IIEHHBIX TTPUMEHEHUIO T00aBOK BUTaMMHa K BO Bpems
TPYyIHOTO BCKapMvBaHUs. Bbulo mokazaHO, YTO KOH-
LIeHTpalus BuTaMrHa K B TpyTHOM MOJIOKE TTOBBITIIAETCST
W JIOCTUTAeT YPOBHS CYTOYHOI MOTpPeOHOCTU pebeHKa,
HO MCCJIeNOBaHUI O CHYDKEHUU YacTOThl Pa3BUTUSI TTO3MI-
Hell reMopparnyeckoi 00J1e3HU HOBOPOXIEHHBIX B CBS3U
C ICTIO/Ib30BaHMEM T00aBOK HenocTaTouHo [19, 28].
ITpodunakruka remopparnyeckoir OOJe3HU HOBO-
POXIEHHBIX OCTaeTCs aKTyaJlbHOW TPOOJIeMOil Tenu-
aTpuM B CBSA3M C YBEJIMYEHHEM OTKa30B pPOIUTENEN
OT BHYTPUMBILIEYHO WHBbEKIIMU BUTaMuHa K, KOTOphIe
MOTUBHMPOBAaHbI HEXeJaHWEeM TIPOBEICHUS MEIUIIMH-
CKUX MaHWMNYISALNI, O0S3HBIO BO3HUKHOBEHUS MTOO0Y-
HBIX 9((HEKTOB U YOEXKIEHHOCThIO B BO3MOXKHOCTH BOC-
MOJIHEHUST coliepkaHusl BUTaMrHa K B TpyiHOM MOJIOKe
C TIOMOIIBLIO KOppeKIMM pammoHa Matepu [18, 24].
Jns petieHUst TaHHOM TTPOOJIEMbl BaXKHa TTPOCBETUTETb-
ckas pabora, HampaBjieHHass Ha OOBSICHEHHUE TIOJIb3bl
¥ Bpefa MeIUIIMHCKNX BMEIIaTeIbCTB, KaK CPEIU POJIM-
Tejael, TaK U Cpenu MEIWIIMHCKOTO IepcoHana, 0COo-

Tabauya 9. CpaBHeHune npoUIAKTHIECKUX cXeM NPOMUIAKTHKH reMOPPArndecKoii 001e3H1 HOBOPOKIEHHBIX B PA3HBIX CTPAHAX

[3, 18, 21, 24, 27].

Table 9. Comparison of prevention regimens hemorrhagic disease of newborns in different countries [3, 18, 21, 24, 27]

Cxema npouIaKTHKI

CrpykTypa 3200.;1€Ba€MOCTH
reMOpparnyeckoii 00J1e3HbI0

Poccus

JloHoIlIEeHHBIE 3I0POBbIE HOBOPOXKAEHHBIE:

1 MI BHYTPUMBIIICUHO MPH POKACHUN WU CPasy MOCIe POKIACHUS
JIOHOIIEHHBIE HOBOPOXIEHHBIE C CUHAPOMOM XOJIECTA3a MJIA MaTbaOCOPOLIN:

1 MT BHYTPUBEHHO MPU POKAECHUN WU CPa3y MOCIe POXKICHUS

HenoHoueHHbIE HOBOPOXIAEHHBIE ¢ Maccoi Tena > 2500 r

Her naHHbIX

1 MT BHYTPUMBIIIIEYHO WV BHYTPUBEHHO TIPY POKIEHUM WIJIU CPA3y IMOCIIe POXKICHUS.

HenoHolieHHBIE HOBOpPOXKAEHHBIE ¢ Maccoi Tesa <2500 r
0,4 Mr/KT BHYTPUMBIIIIEYHO MV BHYTPUBEHHO [ 1]

Kanana

HoBopoxkneHnHsie ¢ maccoit Tena >1500 r:

1 MT BHyTPUMBIILIEYHO B TeUEHUE MEPBBIX 6 4 MOCIIE POKIEHUS
HoBopoxnennsie Maccoii Tena < 1500 T 1 HeTOHOIIIEHHBIE TETH:

0,58—0,71 Ha 100 TBIC. HETEH

0,5 MT BHyTPUMBIILIEYHO B TeUEHUE MEPBBIX 6 Y MOCIIEC POXKACHUS

Hunepranabt

HOBOpO}KI[CHHLIC Ha TpyAHOM BCKapMJIMBAHUN:

1 Mr per os cpagy nocje poxaeHus, najee mo 150 MKT exXXeTHEeBHO ¢ 8-To THSI 10 3 Mec

HoBopozneHHbIe Ha UCKYCCTBEHHOM BCKapMIIMBAHWU:
1 MT per 0s cpasy Mmocie poXIeHUSI.

1,8 Ha 100 ThIC. HeTeit

Nunns

HoBopoxknenHsie ¢ Maccoit Tesa >1000 r:
1 Mr BHYTPUMBIIIIEYHO

HoBopoxknennsie ¢ maccoit Tena <1000 r:
0,5 Mr BHyTpUMBIILLIEYHO

Her naHHbBIX
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Komaposa A.A. u coaem. OcOOEHHOCTH TTO3HEN reMOpparnyecKoii 60Je3H1 HOBOPOKIEHHBIX

OCHHO CpemHero, KOTOPBI YacTO HEMOCPENCTBEHHO
BBITIOJTHSIET MHOTME BMEIIATEIbCTBA, MOXET W JTOJIKEH
Pa3bACHATH HEOOXOAUMOCTb TOM WM WHOW MaHUITYJIsI-
uvu [18, 19, 24, 28].

3akntovyeHue

HecMoTrpsi Ha MHOrojeTHee W3y4eHHE TremMopparv-
YyecKoi 00JIe3HW HOBOPOXIEHHBIX M HAJIUYUE HOCTYII-
Hoi1, 2 GeKTUBHONM MPodUIAKTUKH, 3a00JIeBAHUE TIPO-
JTOJIKAET BCTPEYAThCs y AeTell. DTO BO MHOTOM CBSI3aHO
C HEOCBEJIOMJIEHHOCTbIO MEAMIIMHCKOTO TepcoHaa,
0COOEHHO B permoHax, o ¢akTopax pucKa U HeoO-
XOAUMOCTU  TPO(UIAKTUYECKOTO  BBEACHUSI  BUTa-
muHa K. 3HayuTeabHOW NPUYMHON OCTaeTcsl TaKxKe
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UCTopPus NEQUATPUN

Hay4yHo-npakTuyeckoMy HEeHTPY ClienHaIu3MPOBAHHOI MeIUIIMHCKOM MOMOIIM AeTIM

um. B.®D. Boitno-Aceneuxoro — 30 ger

A.I. [Ipumbiko

Solntsevo Medical Center is 30 years old

Prityko A.G.

2025 r. ucnomaserca 30 ner [ocymapcTBeHHOMY

OIOKETHOMY  YUPEXACHUI0  3ApaBOOXpaHEHMUS
ropoma MockBel «HaydHO-TIpaKTHUeCKOMY IIEHTPY
CTeMAIM3UPOBAHHON MEIULIMHCKON TMOMOIIY JIeTIM
nMm. B.®. BoiiHo-fcenenkoro [demapramMeHTa 3apaBo-
oxpaHeHust roponra Mocksbl» (I'BY3 «HIIL cneu.men.
oMoty aetsim JI3M»).

Lentp Ob11 co3nan B 1995 r. (puc. 1) Ha 6aze peop-
TaHU30BaHHBIX MEIWLIMHCKMX y4upexnaeHuii: HayaHo-
MPaKTUYECKOTrO KOMILJIEKCA TI0 JICYEHUIO JAeTeil ¢ BPOXK-
JNEeHHBIMM TIOPOKAMU DPa3BUTHUs JIMIIA W YEJIOCTEl,
n Jlerckoii rtopoxackoii OonbHMULBI Noe4l, mosydyuB
Ha3BaHMe «HayyHO-TIpaKTUYeCKUIi IEHTp MEeIUIIUH-
CKOW TOMOIIIN JETSIM C MOPOKAMM Pa3BUTHUS YepPEITHO-
JIMIEBOM 00JaCTM M BPOXIEHHBIMU 3a00JIeBaHUSIMU
HEPBHOI CUCTEMbIl», pYKOBOAWTEJIeM Ha3HaueH AHIpei
I'eopruesuu I1pursiko.

B pamkax coznanus LleHTpa Obu1a MOJTHOCTHIO MEPEo-
GopyaoBaHa TeXHUYecKast 6a3a, CoO3MaHbl HOBbIE MOAPA3-
neneHus (HayYHO-OpTraHU3allMOHHOE, HEBPOIATOJOTHH,
YEepEMHO-JMLEBO XUPYPTrUu, XUPYpPruyeckou croma-
TOJIOTMM, KaOWHET TepamneBTUYeCKOW CTOMATOJOTUM
u 3yboTexHuYecKas J1abopaTopusi), OTKPBIT CTallMOHAP
Ha 120 KoeK, B TOM UMCJIe OPraHU30BaHO 8 KOEK aHeCcTe-
3UOJIOTUU-peaHNMAIIH.

Tak, B 4aCTHOCTH, C Y4YETOM CTpaTerMy pa3BUTHSI
VUPEXKIEHUS B OTACJICHUU TICUXOHEBPOJIOTMU BHEAPWIIA
DOI'-MoHuTOpUHT, DA -KapTpoBaHue, (hapMaKOMOHHU-
TOPUHT C OTpeleieHheM KOHIIEHTpaluyu TPOTHUBOCYIO-
pOXHBIX TIpernapatoB. Cucremy Buaeo DD -MOHUTOPUHTA
yCTaHOBWJIM B KOHIIe 1998 1. 1 B clienyroniem rofay OnHUMKU
u3 nepBbix B Poccum 3admkcupoBanm Ha Bupeo-O3T
SMUIENTUIECKUI TipucTyt (puc. 2). OTneneHue u Hayd-
HOE HarllpaBJIeHHe BO3MIABJISIIN C TIepBbIX JieT K.M.H. C.O.
AiiBazsaH U K.M.H. JI.A.XapiaMoB, 3aHMMaBILIWI Takxke
B pa3HbIe TOIBI TOJIKHOCTD IJTaBHOTO Bpaua [leHTpa.

VYxe B 1996 1. B LleHTpe ObTa opraHn3oBaHa paboTa
M0 AWATHOCTUKE W aHaJIu3y TeHETUYECKMX AacIeKTOB
MPUYMH BO3HUKHOBEHUST pACIIEIMH TyObl M/MIU Heba
y neTeil. B manmpHeiilmeM 3TO ONpenenvio HeoOXOMu-
MOCTh co3nanus B LlenTpe coOcTBeHHO! JTabopaTopHO-
TeHETUYECKON CITy>KObI — TIPOEKT, KOTOPBIN YIaaoch
peayim3oBaTh TOJIBKO Yepes 8§ JeT.

© Mpwutbiko A.T., 2025
Anpec ans koppecnonaenuuu: Ilputeiko Anzpeit ['eopruesuu — [pesuneHT
I'BY3 «HIIL cnieu.men.momoruu aetsim J3M», 1.M.H., mpodeccop

BaxxHoii Bexoii B pazsutun LleHTpa ObL10 MpoBeneHne
B HosiOpe 1996 T. IlepBoro MexIyHapogHOTO CHMITO3U-
yMa <«AKTyaJbHbIe TPOOIEMBI KOMITJIEKCHOTO JICUeHUS
¥ peabWIMTALUK JAeTel ¢ BPOKIEHHOW KpaHHodaciaib-
HOW W HEWPOIaToJIoThe», Tlie TTOMMMO BEIYIINUX OTeue-
CTBEHHBIX CTEIMATMCTOB Y4acTBOBAIM yueHbIe U3 Bemu-
koopuranuu, lomnmanmum, CIUA, Iseiiiapuu. B 3t0
BpeMsT HaOJIOMaeTCsl pOCT HaydHOU neaTenbHOCTH LleH-
Tpa: K paboTe YUIpeXAeHUsT MOAKITIOUMINCH TPU JOKTOpa
MEIUIIMHCKUX HayK W YeThIpe KaHAuIaTa MeIULIMHCKHUX
HayK. OTpOMHYIO Hay4YHYIO COCTaBJISIONIYIO W DPa3BU-
THE TIeIMaTPUIECKOro HampabieHus1 B LleHTpe BHecnH,
B YacTHOCTH, mpodeccop, A.M.H. E.B. Heynaxun; mpodec-
cop, n.M.H., Jlaypear I'ocymapctBennoii mpemuu CCCP
W.B. bypkos (puc. 3). beuta uznana nepsast MoHorpadwusi,
HarmicanHag B cteHax HITL — «/ImarHocTrka m Xupypru-
YecKoe JIeYeHUe KayJaJlbHBIX TTOPOKOB Pa3BUTHUS MO3BO-
HOYHWKA Y CITMHHOTO MO3Ta Y AeTei».

B 1996 r. B LlenTpe Obla pa3paboTaH U BHEAPEH Mep-
BB B Poccuy TIPOTOKOJ JIEYEHUS] MEIyUT00IaCTOMBI
y meteit (A.D. Byxusl, O.T'. XKenynkosa, A.T". [Tputeiko,
Bb.B. Xononos, C.B. AzapckoBa).

B 2001 r. k.m.H. I'.B. 'oHuakoBbIM Ha 0a3e Hallero
Llentpa Obuta HayyHO OOOCHOBaHa U  BHeApeHa
B HECKOJIbKMX JICUeOHBIX YUPEXKICHUSIX METOIMKA paH-
HETo KOMILUIEKCHOTO JIEYeHHS JAeTel 0 ToJa ¢ BPOXKICH-
HBIMU paclieIMHAMU BepXHel TyObl 1 Heba.

B 2002 r. B lenTpe Bnepsbie B Poccun BHenpeH meTon
HeMeIMKAMEHTO3HOTO JICYeHUsT SIUIETICUN — KETOTeH-
Hag aueta. ITo pesyiabTaTaM KMCCIIeIOBaHUS COTPYIHU-
kamu LleHTpa OBLTM TOATOTOBIIEHBI MepBble B Poccum
MEeTOIMYECKUE PEKOMEHAAIMN IO MPUMEHEHUIO HOBOM
Metonukn — «KeToreHHast muera B JedeHUM (dapMako-
PE3UCTEHTHBIX DIWJICTICUI: TTOKa3aHUST K TIPUMEHEHUIO,
kputepuun 3hGEKTUBHOCTH, OCIoXHeHus». B 2008 .
IIpemueit roponra MockBbl B 00J1aCTM MEIUIIMHBI Oblja
HarpaxjieHa TpyIna pa3paboTYNKOB TaHHOW METOINKM:
Ben. Hayd. coTp. C.O. AiiBa3siH, 3aB. OTIEJIEHUEM TICHXO-
HeBposiornn K.B. Ocwumosa, 3aMm. mupekTopa 110 MeIu-
nuHckoit yactu E.JI. YcaueBa v 3aB. oTaeaeHUEM TICUXO-
HeBpoJiornu crapiiero Bodpacta M.M. fIBopckasi.

B 2004 r. B coorBetcTBUM ¢ [locranoBnenuem Ilpa-
BUTENbCTBA MOCKBBI OBIJIO BBEIEHO B 3KCILIyaTalnio
HoBoe 3maHue lleHTpa TMo ampecy: ynuma ABUATOPOB,
n. 38 — HOBBIN TIPOCTOPHBINA HayYHO-KIMHUYECKUI
LIEHTP C COBPEMEHHBIM 000pyIOBaHUEM, YIOOHBIMU OTIe-
pPallMOHHBIMU, OCHAIIIEHHBIMU JIAOOPATOPUSIMU, CO CTa-
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Puc. 1. Moxaiickoe mocce, a. 6. 3nanue Llentpa. 1996 rox.
Fig. 1. Mozhaiskoe highway, 6. The building of the Center. 1996.

IIMOHAPAMU, PACCUUTAHHBIMU Ha BO3MOXHOE COBMECT-
Hoe TIpeObIBaHMe neTeil ¢ poauTeasiMu. CTPOUTETHCTBO
JUTWJIOCH 9 JIeT, TIPU TIPOSKTUPOBAHUU OBIT YUTCH OITBIT
MHOTHX €BPOTICHCKNX NETCKUX KIMHUK. B 3TOM XKe Tomy
3nanue LleHtpa crano nobdeautenemM KoHKypca «Jlydmmii
peanu3oBaHHbIN npoekT 2004 r. B 00J1aCTM MHBECTUILINIA
B CTPOUTENBCTBE» (pUc. 4).

[Tocne mepeesna B HOBOE COBPEMEHHOE 3IaHUE CTAINO-
Hap yBeauuunics 10 250 Koek, Obula OpraHM3oBaHa padoTa
OTIEJICHWIA TICMIXOHEBPOJIOTMM CTapIiero W MIIAMIIEro
BO3PACTOB, HEMPOXUPYPTUU, (DU3NOTEPAITUU, YEITIOCTHO-
JIUTIEBOI XUPYPTUV, HEOHATOJIOTWH, TIeMUAaTpUN, aHecTe-
3WOJIOTUA W peaHWMAald, KIMHWKO-TUarHOCTHYeCKast
Jaboparopust. B HOBOM 3maHNM MOSTBUJIACH ¥ TCHETIIECKasT
nabopatopusi. OrpoMHYI0 poOJib B €€ TIOSIBJIGHUU ChITpajl
PYKOBOIUMBIIN HAayJIHBIM OTIETOM TE€HETHK I.M.H., TIPO-
(eccop I'enHanuii Pomanosuy MyToBHH, B cocTaB Jlabopa-
topuu Bouutn: K.M.H. C.C. KwunHa, k.M.H. T.W. Mewepsi-
KoBa, K.M.H. T.B. KoxaHosa, A.A. AGpaMOB.

ok

C 2005 r. omHUM M3 BaXXHEWIIMX HaIpaBJeHU pas-
BUTUSI HAYYHO-TpaKTUUYECKON aesdTenbHocTH LleHTpa
CTAaHOBUTCSI PECIMPATOpPHAsl peaduIUTalMs MallMeHTOB
C HapyuieHueM (YHKIMU BHEIIHEro JbIXaHWsl CIeayro-
IIMMU METOJaMU: OTJIydeHUe OT amrmapara MUCKYCCTBEH-
Holi BeHTWIsiuK Jerkux (MBJT), moarotoBka K BbIMTUCKE
WBJI-3aBrucuMBIX neTelt ¢ 00ydeHueM poauTeNeil, mpoTe-
3UPOBAHUE JbIXATEIbHOU (DYHKIIMU C TTIOMOIIBIO UMITJIaH-
TaluM U TOmdOpa MapaMeTpoOB aHECTE3UOJOTMYECKOro
nocoOusi TpU OINEPaTUBHBIX BMEIIATEbCTBAX Y JETel,
BKJIIOYasl TMEPUONl HOBOPOXAEHHOCTH C BPOXKIEHHOI
U TPUOOPETEHHOI NaTOJOrMel 1EeHTPAIbHONW HEpPBHOI
CUCTEMBI U YeJIIOCTHO-YEPEeHO-JIUIEeBOI 001acTh, Hel-
POMBILIEYHBIMU U OHKOJIOTUYECKUMU 3a00JIeBAHUSIMMU.
Ilpu mpoBeAeHUM WHBA3UBHBIX MAaHUMYJISIUMA UCIOJb-
3yeTcsl yJabTpa3BykoBasi HaBurauus. [lom pykoBoacTBoM
k.M.H. [.I. TIpokomnbeBa 3TO HampapieHUEe I0OUIOCH
3HAUUTENbHBIX ycriexoB. LleHTp ctan mepsbiM B Poccun

Puc. 2. Buneo-D9I' — ukcanus npuctyna snuiencun. 10 mapra 1999 r.
Fig. 2. For the first time an epilepsy attack was recorded in Russia on video. March 10, 1999
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A

Puc. 3. C.C.

Kopenbkosa, 11.B. Bypkos, A.T'. IIputsiko. 1996 r.

Fig. 3. Korenkova S.S., Burkov 1.V., Prityko A.G. 1996

MEIUIIMHCKUM YIPEKIeHUEeM, TIe OCBOWIM YCTAaHOBKY
CTUMYJISITOPOB  muacdparMaabHOTO HepBa TIPW  TPaB-
MaX W CUHAPOME YHIWHBI (TIepBbIE OIEpalliyd TIPOBO-
i a1.M.H. B.A. 3apuuanckuit 1 k.M.H. A.b. Cyneiima-
HoB). K Hacrosiiemy BpemeHu B LleHTpe BblnosiHeHO 38
WMIUTAHTA CTUMYJISITOpa auadparMaibHBIX HEPBOB;
OH SIBJISIETCS] a0COTFOTHBIM JIUIEPOM CPEIV MEIUIIMHCKIX
KJIMHUK EBPOTTBI, BBITOTHSIOIINX TAKOTO POJIa OTIEPAIIUH.

B 2006 r. B HITLL otkpwiiu mepBoe B Poccum oTae-
JIeHWe TaJTMATUBHOM ITOMOINM METSIM Ha JOMY, TakK
HasbIBaeMasi Bble3/Hasl Ta/uTMaTUBHas cayxo0a (3aB.s1 —
k.M.H. H.H. CaBga). [lannuartuBHasi momolilb pa3BuBa-
nack B HITL manomepHo u nocrynatensHo. B 2009 r.
B CTallMOHape OTKPBUIOCH OTAEICHUE TMaTHATUBHOMN
oMol Ha 6 Koek, koTopoe BosrmaBmin A.H. TpyxaH,
a B 2012 r. mosiBuiCcs 1enblii punran — MOCKOBCKU
IIEHTP TAJJTMATUBHOM TIOMOIIM JeTsM B paitone Yep-

TaHOBO. bbulo pa3paboTaHO M HayyHOe HarpaBJeHUE:
B 2014 r. B PHUMY um. H.U. TluporoBa oTKpbLIach
Kadenapa MajIMaTUBHON MeIUaTpuu U Ja3epHON Menu-
IIMHBI, 3aBEAYIONIE KOTOPOI CTajla MIaBHBI Hay4YHBINA
corpyaHuk lleHtpa n.m.H., mpodeccop B.B. Kymuposa.
B 2019 r. Bcs cTpyKTypa NaUIMATMBHON MOMOIIM ObLIa
nepenaHa MOCKOBCKOMY MHOTOMPOGUIbHOMY LEHTPY
NaJJTMAaTUBHON TTOMOIIU AECTSIM.

B 2006 r. B HIILl opranu3oBaHa paboTa BbIE3THOM
Opuraabl HEOHATAJIbHON HEMPOXUPYPrMUECKON CITyKObI.
Crietmanuctsl  LleHTpa Bble3Xaau B pOAMJIBHBIE TOMa
MocKBBI, KOHCYJIBTUPOBAIU U MPU HEOOXOAMMOCTH TIepe-
BOIMJIM B YUpEKIeHUE MAlMEHTOB C BPOXIEHHBIMU MOPO-
KaMM pa3BUTHSI, YEPEITHO-MO3TOBON WJIM CITMHHOMO3TO-
BOI1 TpBIXei, THapoliedanreii, KpOBOU3IUSHUSIMU B MO3T.
Pesynbrarsl Helipoxupypruueckux BMerareabctB B HITLL
B 2014 r. ormeuensn! [1pemueii [TpaButenbcTtBa MOCKBBI.

Puc. 4. HoBoe 3nanue Ilentpa, yja. ABuatopos, . 38.

Fig. 4. New building of the Center, Aviatorov St., 38.
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Co3snaHue OTaeIeHUsT HEOHATOJIOTUM — BaXKHBIH TalT
obecrieyeHUsT TIOMOIIM HOBOPOXKIEHHBIM € TIPOMUITb-
HBIMU JUIS1 LIEHTpa 3a0oJieBaHUsIMU. [lepBoHavYaIbHO ero
Bo3rnabiisuia K.M.H. M.I". Pg06koBa, a ¢ 2012 r. o HacTo-
giee BpeMs pykoBogut otaeneHuem HO.JI. WMmyruna.
HayyHnoe HeoHaTosormuyeckoe HarpasyieHue no 2014 r.
KypupoBaia n.mM.H. M.B. Haporan, xkotopyio Bmocien-
crBuM cMeHwna K.M.H. JI.JI. Bopona.

VBennuenune yucna rocrmmtanusannii B HITL Hemo-
HOILIEHHBIX JeTeil ¢ peTMHOMATUEel OMNpeneanio HeoO-
XOIUMOCTh Pa3BUTHUSI COOTBETCTBYIOIIETO HaIpaBJICHUS,
OTKPBITHSI CTAIlMOHAPHBIX KOEK C BO3MOXHOCTBIO OKa-
3aHUS oMoy TakuM aeTsaM. B 2008 . oTKpHIT opTaib-
MOJIOTUYECKUI cTallMOHap Ha 6 Koek. ITepBoHavYalbHO
CTIELIMAIMCTBl 3aHUMAJICh MPOOIIEMaMU C OTCIIOEHUEM
CETYATKN Y HEJOHOUIEHHBIX AeTe, TOTOM K HUM J00a-
BWJIMCh pabOTHI IO KOPPEKIINK KOCOTJIa3usl, B TOM YHUCIIe
¢ mpuMeHeHueM OotyanHoTepanuu. B 2010 r. BHeapeH
HOBBINI METOJ JIEUeHUSI «arpeCCUBHBIX» (POPM PETUHO-
MaTUM HEITOHOIIEHHBIX C MCMOJb30BaHUEM MHTUOUTOpPA
COCYIMCTOTO 3HIOTEIMAIBEHOTO (haKTopa pocTa COCYIOB.
CeronHs oTaesnieHre oGhTaIbMOJOTUN pa3BepHYTO Ha 16
koek. Ero pykoBonutens a.mM.H. E.E. CunopeHko cymen
OOBEIMHUTD MOJIONYI0, HO aMOWIIMO3HYI0 KOMaHIy,
B YHCJie KOTOPOM BBICOKOMPO(hECCHOHABHBIE CITEI-
amuctel: M.B. Cyxanosa, [I.B. Murens, A.O. Ha3zapeHko.
B Hacrosiee Bpemst y crnenumaiuctoB LleHTpa camas
OoJbIIas TpyIra HaOJMIoAeHWs 3a IMalleHTaMU C PeTH-
HOIIaTHe HeTOHOIIEHHBIX, KOTOpash HAaCUUThIBAaeT OoJee
TBHICSIYU JETEH.

BaxxHbiM 3Tanom B pa3ButuM LleHTpa cTajgo OTKpbI-
e B 2004 1. JIOP-oTmeneHus, KoTtopoe BO3IJIaBUIA
k.M.H. M.E. CapadanoBa — yuyenuna M.P. Borommin-
CKOTO, M3BeCTHOTO B Poccnu yuyeHOTO0, co3aaTeist Ieaoro
HarmpaBJIeHUST OTOPUHOJIAPUHTOJIOTUH IETCKOTO BO3pacTa
B Haieit ctpaHe. OTaeieHre, COXpaHUB KOCTSIK CITEIN-
anmuctoB (A.B. boroponuiikasi, M.C. MaiiHuHrep), crie-
LIMATU3UPYETCS Ha BHITIOJTHEHUN XUPYPTUIECKOTO Jieue-
Hus xpoHuueckoii JIOP-maronorum nerckoro Bospacra.
OTOPUHOJAPUHTOJIOTY BBHITIOJIHSIIOT BCE COBpPEMEHHBIE
MaJIOMHBa3WBHBIE BUABI XUPYPTUUECKUX BMEIIATEIHCTB
B TTOJIOCTM HOCA, OKOJOHOCOBBIX Ta3yxaxX, HOCOTJIOTKE,
CpeHEeM yxe, TOpTaHMU.

B 2009 r. 8 HIILI «ConHuieBo» opraHun3oBaHa padoTta
OHKOJIOTMUECKOTO OTHENIeHUsT Ha 6 KOeK, KOTOpOe BO3-
mmaBwia aA.M.H. H.M. VBaHoBa, HaydHOE PYyKOBOICTBO
OCYIIECTBIISIT II.M.H., Xxupypr-onkoyior T.A. Ilapoes.
OtneneHve CIeMANIM3UPYETCST Ha TUAarHOCTUKE, Jiede-
HUU ¥ MEIULMHCKON peabuauTaliuy IeTeil ¢ pas3iny-
HBIMM OHKOJIOTMYECKUMH 3a00JIEBAHUSIMU, B HEM peaT-
30BaHbl caMble COBpEMEHHBIE MOIXOIbI K TUArHOCTHUKE,
XUPYPrUYECKOMY JIEUEHUIO W TIPOBEACHUIO XUMMOTE-
parnuu y MalyeHToOB C COJUIHBIMU OTMYXOJIIMU 00J1acTh
TOJIOBBI, IIIEW, TPYIHOM M OPIONIHOM TOJIOCTU, OPTaHOB
MaJioro Ta3a, MITKUX TKaHell W KocTeil. B moapasmene-
HUU peajn3yeTcss KOMIUIEKCHBIN TTOIXOM K TUAarHOCTHKE
U JICYESHUIO OITyXOJIeil OIMOPHO-ABUTATEIHLHOTO arma-
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parta, B TOM 4HCJIe ¢ TIPOBEIEHNEM SHIOMPOTE3UPOBAHMS
1 KOMIUIEKCHOM peabMIUTALIMK MallieHTa.

Jleuenue omyxouieii Mo3ra B LleHTpe MMeeT TaBHIOIO
uctopuio. IlepBbIi MPOTOKON TIO JICUEHUIO METYJIO-
OnacTom ObLT paspabortaH crienmanvicramu LleHTpa erie
Ha MoxXaiicKoM IIocce, Tlie B JaHHOM HaIpaBlIeHUU
pabotana npodeccop, a.M.H. O.I'. XKenynkosa. B 2020 .
B LleHTpe OTKPBUIOCH OHKOJOTMYECKME OoTAcaeHue No2,
kotopoe BosmiaBuiaa K.M.H. O.B. Tlonymkuna. Otne-
JIEHUE CIelMau3UpyeTcsl Ha IMarHOCTUKE, JICUeHUU
U MEIWIIMHCKOW peabuIuTallKi JeTeil ¢ OHKOJIOTHYe-
CKMMU 3a00JIeBAaHUSIMY LIECHTPaJIbHOM HEPBHOM CUCTEMBI,
3eCh peaJM30BaHbl CaMble COBPEMEHHBIC TTOIXOMIBI
K JMArHOCTHUKE, XUPYPru4ecKOMy JICUEHUIO U TIPOBee-
HUIO XUMUOTEPAITUM Y OOJBHBIX CO 3JI0KaYeCTBEHHBIMU
3a00JIeBAaHUSIMU LIEHTPAJbHO HEPBHOM CHUCTEMBbI.

Takum obpaszom, ceromHsi B LleHTpe (GYyHKIIMOHM-
PYIOT IBa OHKOJOTUYECKUX OTAEJICHMS, Thae paboTaioT
BBICOKOKBaJTM(UIIMPOBAHHBIE IETCKIE OHKOJIOTH: JI.M.H.
O.I'. XKenynkosa, k.M.H. FO.A. HectepoBa, k.M.H. K.®.
CasnaeB, k.M.H. T.B. IToctHukoBa, K.M.H. M.A. Poxoes,
M.M. EBcracpuena.

I'MaBHBIMM  TIPUHIIUIIAMU  CO3MAHMS W Pa3BUTHS
COBPEMEHHBIX HAYYHBIX W KIWHWYECKUX HaIpaBIeHUIA
B HIILI ctanm ux B3aMMOCBSI3b U JOTIOJHSEMOCTh. Tak,
B LleHTpe paciMpuiv CHeKTp MEAWIIUHCKONW MOMOIIN
MpU TIATOJIOTUM YETIOCTHO-JUIIEBOM 001acTH, BKITIO-
YUB B HErO He TOJbKO BPOXAEHHBIE, HO U MTPUOOpETEH-
Hble AedopMaluy. Paciimpuiny cnekTp XupyprudecKoi
MOMOIIY TAlIMEeHTaM C STUJIeTNICUel, OeTIM CO CIH-
HaJIbHOM TTaTOJIOTHEN, TSKETbIMU HEBPOJOTUYECKUMU
HapyIIeHUsIMU, JIETCKUM IIepeOpallbHbIM ITapajndoM,
penkuMu 3aboneBaHusIMU. B mmociiegHeM cirydae HeoOXo0-
VMO OTMETHUTD JAEMCTBEHHOE COTPYIHUYECTBO ¢ (DOHIOM
«Kpyr mobpa», nmpu MOMOIINM KOTOPOTO HECATKHU IeTeit
CMOTJIU YJTy4YIITUTh Ka4eCTBO XXKU3HMU.

BaxxHbIM moCTUKEHMEM cTajia TpoBeneHHas B LleH-
Tpe B 2010 r. mMIUIaHTaUMsS CTUMYJIITOpa OIyXIaio-
mero HepBa (n. Vagus), a Ha CeayOIINii roa — TepBast
B Poccuu omepanus mo ynajJeHUIO y4acTKa TOJJOBHOTO
MO3ra, OTBETCTBEHHOTO 3a BOBHUKHOBEHWE TIPUCTYIIOB
(xupypru — FO.A. IletpoB, A.I'. Ilpurtsiko). ITocne
9TOTO YYpeXIeHUe CTajo MEePBBIM LIEHTPOM B CTpaHe,
IJle MCITOJB3YIOTCS BCE BO3MOXKHBIE METOIBI JCUCHMUS
dapMakope3nCTeHTHOM BmuiIencuu (BKJoYash KeTo-
TeHHYIO JAWETy W YCTAaHOBKY CTUMYJSTOpa OJIyXIaro-
11IeTO HepBa).

Cnenmanuctsl LleHTpa okazanuch B Poccun nuoHe-
pamu detaabHOl Xupypruu. [lepBble YHUKAIBHBIE OTie-
pamun Takoro poma B 2015 1. B compykecTBe ¢ KOJlIe-
raMu KJIMHUKK «JIamHO», BO3IIABIIIEeMOM aKaJIeMUKOM
M.A. Kypuepowm, riposenu Heitpoxupypru A.I'. TIputbiko
a 3atrem P.H. Acanos. Bcero cneumnanucrammu LleHTpa
MPOOTIEPUPOBAHO C TIOJIOXKUTEIBHBIMA Pe3yIbTaTaMU
oosiee 25 rutomoB co spina bifida. JlesitenbHOCTD Helipo-
xupyproB HIILl mosyunna BBICOKYIO OLIEHKY KOJIJIET:
B 2016 r. B pamkax XI KoHrpecca criennaiicToB Tepu-
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HaTalibHOW MeaulMHbl «CoBpeMeHHasi TIePUHATOJIOTUSI:
OpraHM3alKs, TEXHOJOTUM, Ka4eCTBO», MOCBIIIEHHOTO
90-netuto co aHA poxaeHust akagemuka B.A. TabonuHa,
COCTOSUTOCH HarpaxkiaeHue ux rpemueii «[lepBble nuiiar».
A B 2020 1. IIpemun IlpaBurennctBa PD B obGractu
HayKd M TeXHUKU «3a pa3pabOTKy U BHEIPEHHUE METO-
UKW BHYTPUYTPOOHOI XUPYPTrUIECKOM KOPPEKIIMU MHUE-
JioMeHuHTro11ee (spina bifida) y ruioga» 6bUIM y10CTOSHBI
A.T'. ITputeiko u P.H. Acanos.

T'oBops o noctkenusix Llentpa, B mepuon ¢ 2018 r.
HeJIb3s1 He OTMETUTH PabOoTy A.M.H., TJITAaBHOTO BHEINTAT-
HOTO CIelMaJiiucTa IeTCKOro ypoJjora-aHaposora J3M
C.I". BpybieBckoro, CTaBIIEro 3aMECTUTEIEM TJIAaBHOTO
Bpava lleHTpa mo xupypruu. B oTmeneHMu Xupypruu
(00OBETUHSTIONINM HECKOJIBKO TTPOMUIBHBIX KOEK), KOTO-
poe Bo3riaBwia a.M.H. E.H. Bpybnesckasi, paciuimpuinch
BO3MOXXHOCTH aHIPO-YPOJIOTUYECKOTO TTPODUIIST, TTOSTBU-
JlaCh BO3MOXXHOCTD JICUEHUSI IETeH C IMaTOJIOTUEN BEpX-
HUX 1 HIDKHUX MOYEBBIX ITyTel ¢ TpUMEeHEeHeM WHHOBA-
LIMOHHBIX MaJIOMHBAa3WBHBIX SHIOBUICOXUPYPTUIECKUX
texHosiornii. B LleHTpe ncronab3ytoTes cambie COBPEMEH -
HbIe U BBICOKOTEXHOJOTUYHBIE METOABI OOCIEIOBAHUS,
Takye Kak yJIbTPa3ByKOBOe CKAHNUPOBaHUE C JOTIIIEPOB-
CKUM KapTUpOBaHWEM, MYJIbTUCTIUPaTbHAST KOMITbIOTEP-
Hasl ToMorpadusi, MAarHUTHO-pe30HaHCHAas TOMOrpadus.
IIpn orepaTUBHOI KOPPEKLIUKN YPOAHAPOIOTMIECKOMN
maroyiornu (ruapoHedpos3, MeraypeTep, My3bIpHO-MOYe-
TOYHUKOBBII pedIIioKe, TUIOCTIAANs) TPearToYTeHre
OTIAETCS BBICOKOA(M(HEKTUBHBIM U MaJIOTPAaBMAaTHUHBIM
crocob6am JiedeHUs, JarolIuM XOPOIIHii (hyHKIIMOHATb-
HBIM M KOCMETWYECKHUI pe3ybTaT, 4To oOecrieunBacT
JIOCTOHOE Ka4eCTBO KU3HU MaJIeHbKUM TTalleHTaM.

OtaesneHre 4YETIOCTHO-JIUIIEBON XUPYPTUU, KOTO-
pBIM pyKoBOIUT K.M.H. A.b. CysneliMaHOB, OJTHE TOIbI
coxXpaHsieT KaIpbl CITELIMAJINCTOB BBICOKOTO KJacca,
KOTOpPBIE TIPOBOJISIT OMIEPUPOBAHKE BCEX BUIOB MOPOKOB
YEeJIIOCTHO-JIMIIEBOM M KpaHWAaJbHOW 00JIacTu, HauyMHast
C TiepMojia HOBOPOXAEHHOCTU. YeaoCTHO-TNIIEBBIM
xupypram lleHTpa TpUHAMIEKUT PEKOPA 1O TpOBele-
HUIO XEWJIOPMHOTUIACTUKU PeOEHKY cpa3y Mocjie PoXie-
Hus (A.B. Cyneitmanos, H.A. Mosnoniiosa).

18 mapra 2016 r. LleHTpy TPUCBOEHO WMMSI JIETEH-
JIapHOTO Bpaya, peJIMTMO3HOrO M OOIIECTBEHHOTO MAesi-
tenss Bnammmupa @PenmkcoBuua BoiitHo-fceHerkoro,
YTO CTaJI0O 3HAKOBBIM COObITMEM Juisi Bpaueir LleHTpa,
IMMOHUMAIOIINX, HACKOJBKO BaXXKHO BpavyeBaTh HE TOJBKO
Tesa, HO U TyIIIH.

C 2022 r. mo Hacrogiee Bpems LleHTp Bo3riasiseT
A.W. KpanmmBKuH, NETCKUiI HEBPOJIOT, SIMJIEIITOJIOT,
I.M.H., Tipodeccop Kadeapbl TOCITUTAIbHON TTeIuaTpuun
uMm. akagemuka B.A. TabonnHa MHcTUTYTA MaTepuHCTBA
n nerctBa PHUMY uMm. H.U. TTuporosa.

IMpesunentom HIIL siBnsiercs Annpeii ['eoprue-
BuY [lputhiko, n.M.H., ipodeccop, 3aciayXeHHBI Bpay
Poccun, 3zaBenytommit Kadenpoii 4enaroCTHO-JIULIEBOM
XUPYPTUU ¥ CTOMATOJIOTUM € KypCOM UYeperTHO-JTUIIeBOI
xupypruu PHUMY um. H.U. TTuporosa

B 2023 r. rmaBHBIM BpauoMm llentpa cran A.WU.
MenBeneB, K.M.H., Bpau-IeTCKUI XUPYypT, paHee —
JNOIEHT KadeApbl XUPYPTUYECKUX MTUCUMILUIUH JIET-
CKOTO BO3pacTa W WHHOBALIMOHHBIX TEXHOJOTHIA
B neauaTtpuu OpPJIOBCKOTO TOCYIapCTBEHHOTO YHU-
Bepcuteta uM. M.C. TypreHesna.

HrbiHelrHee pyKOBOJCTBO MPOJOJIKAeT pa3BUBATh
Hay4HBIN 1 KIIMHU4YecKuii morennyain Llenrpa. Ha ceron-
aamHuil e B HIILL pa®oraer 52 Hay4dHBIX COTPYI-
HUKa: 12 TOKTOPOB MEAMIIMHCKNX HayK 1 17 KaHIMIATOB
MeIuIMHCKUX HayK. Beero 3a 30 et ncropum coTpyaHm-
Kamu 3amuiineHo 6ojee 30 guccepranuuii Ha COMCKaHUe
YUEHOH CTeleH! KaHauaaTa MeIMIMHCKUX HayK 1 Oojiee
10 nuccepraiinii Ha COMCKaHUE YUeHOU CTeTIEeHU JOKTOpa
MEIUIIMHCKUX HayK.

B 2024 r. HIIL «ComHueBo» cTaja coydpeauTesieM
BeIyllero MeaIuIIMHCKOTO XypHasa «Poccuiickuit BecT-
HUK TepUHATOJIOTUU W TIeANaTpUM» — OIHOTO U3 CTa-
pefIINX HAYYHO-TIPAKTUYECKUX U3MaHUI (BbITycKaeTcs
¢ 1956 1.), TeM caMbIM TTOATBEPAUB CTpEMIIEHIE K pa3BU-
THUIO HAyYHOTO MpoIiecca, CO3MaHNI0 YCIOBUI Y BO3MOX-
HOCTU MCMOJIb30BaHMWS U3IaHWs KaK TUTOIIAIKU ISl pea-
JIU3AIUH CBOUX TBOPUYECKUX HAYIHBIX 3aMBICJIOB.

B aTom xe rony B cteHax LleHTpa npor1iuiy aABe 3HaKOBbIE
Hay4YHO-TIpaKTUJecKne KoHpepeHuuu: [lepBblii HaydHBI
dopym «Heiipoxupyprust JIeTCKOTO Bo3pacTta: MYJIbTUINC-
OUITTMHAPHBIN rToaxon — 2024» 1 «DBOMIOLNS XeMOIeHep-
BallUM B TIEAUATPUUECKOI MpakThKe». B mocieaHue romsl
OTMEYaeTCcsl pOCT MyOIMKAILIMOHHOM AeSITeTbHOCTU, MHIEKC
Xwupiia yupexaeHus Beipoc ¢ 8 10 33.

K ocHOBHBIM Hay4YHBIM HocTiKeHUsIM LleHTpa B o
ero 30-J1eTust OTHOCSITCS CJIeYIOIIIME:

— TIpUMEHEHWE HOBBIX TEXHOJOTUIA, TTO3BOJISIO-
IIUX BBITIOJHSTH OJHOARTAITHOE YCTpAaHEHWE TPBIKEBBIX
nedeKTOB TBepa0i MO3TOBOI 000J0UKM, U BHITIOJIHEHUE
PEKOHCTPYKTUBHBIX OIEpalii MpPH  COMYTCTBYIOLINX
nedopMalusIx YepernHo-Iu1eBoil 00/1acTu;

— BHYTPUYTPOOHOE JieueHUE IeTeil CO CTUHHOMO3IO-
BBIMU TpbikaMU (peTaabHast XUpyprusi);

— TIOJTHO9K30MHOE CEKBEHHpPOBaHWE TeHOMa JeTeit
C OHKOJIOTMYECKMMU U HEBPOJOTMYECKUMU 3a00J1e-
BaHUSAMU;

— TIpUMEHEeHUe SHIOBUICOXUPYPTUIECKUX
1 TUOPUIHBIX TEXHOJIOTU TIPU JICUEHUHU JIeTel C aHOMa-
JIUSIMUA MOYEBBIBOASAIINX MYTEH;

— MPUMEHEHUE BONOCTPYUHOW W  IJTAa3MEHHOU
XUPYPTUU TIPU BBIMOJTHEHUN OOIIMPHBIX OMEePaTUBHBIX
BMEIIATEIbCTB Y JIeTel ¢ OHKOJOTMUYECKUMHU 3aboJieBa-
HUSIMM BCEX BO3pacToB (OT Meproaa HOBOPOXIEHHOCTU
no 18 ner);

— TIpUMEHEHMe TEXHOJOTUU (PIIyOpeCIIeHTHOM HaBM -
raiyy Tpu orepalysX Mo MOBOAY MEePBUYHBIX M MeTa-
CTATUYECKMX OITyXOJIel TTeYeH!, TToUeK, JeTKUX, TuMda-
TUYECKUX Y3JIOB,;

— BHEIpeHUe orepaluu 10 yIAJIEHUI0 TUTAaHTCKUX
BPOXIEHHBIX HEBYCOB KOXM y JIeTei OT mepuoga HOBO-
POXXIEHHOCTU M MJIafieHUecTBa 10 18 yet. JlaHHBII MeTOox
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OCHOBAaH Ha NMPUMEHEHWU KOMITO3UTHOW KOJIJTareHOBOM
MaTpHIIbI B KAUeCTBEe MaTepuaa JUIst 3aKpbITUST Ie(HEKTOB;

— paclIMpeHWe  TIPAKTUYECKOTO  MCIOJIb30BaHUS
U TIOMYJISIpU3alivst BHEIPEHUS B KITMHUUECKYIO TTPAKTUKY
KETOTeHHOM AMETHI IS JIEYSHUSI TTAallMeHTOB ¢ (hapMaKo-
PE3UCTEHTHBIMU (hOpMaMU STTUJIETICUM;

— MpUMEHEHUE Buaeo-O3-MoHUTOPpUpPOBAHMS
JTIIO00M MPOIOJKUTEILHOCTY B AWAaTHOCTUKE W mudde-
PEHIIMATBHON IMATHOCTUKE STUJICTICUM;

— BHeJpEeHWEe WHBAa3WBHBIX METOIOB MCCIIEIOBAHUS
B MPEIXUPYyPrudecKoM o0CIeIOBAaHUY TIAIIMEHTOB ¢ (ap-
MaKOPE3MCTEHTHOM BMuIIeTicueii: crepeo-031, cyomy-
pajbHBIA MOHUTOPUHT, MHBA3UBHBIN MAMIITUHT (DYHKILIM -
OHAJIbHO 3HAYMMBIX 30H KOPBI TOJIOBHOTO MO3Ta;

— BHEApEeHHUEe B IIMPOKOE MpUMEHEHHe WHTpaoIie-
PALIMOHHOTO HEWPO(MU3NOTIOTUIECKOTO MOHHUTOPHUHTA.
JlaHHAsT TEXHOJIOTUS TTO3BOJIIET WHTPAOTePallMOHHO
MTPOBOJIUTD MPSIMYIO KOPTUKATBHYIO U CYOKOPTUKATBHYIO
CTUMYJISILIUIO C 1IeJTbI0 KapTUPOBAaHUST (PYHKIIMOHAIBHO
3HAYMMBIX 30H KOPBI TOJIOBHOTO MO3Ta;

— YCMENIHO BHEIpPEHa TEeXHOJOTHS JIeYeHUST NeTei
C TJIa30BUTATEIbHBIMU HAPYIIEHUSMU C MCIOJIb30Ba-
HUEM XeMOJeHePBallH.

HayuHo-TipakTHuecKuii eHTp — JUAECPOM U eIUH-
CTBEHHBIM UCITOJTHUTEIEM B Poccum uMIIaHTaluii CTU-
MYJIITOPOB AraparMajbHbIX HEPBOB JETSIM C LIEHTPAJTb-
HBIM TUTIOBEHTUJISILIMOHHBIM CUHAPOMOM.

B Lentpe ¢ 2011 r. 3aBepiieHo 6osiee 50 KinHUYE-
CKUX MCClenoBaHuii. Pe3yabTaThl MPOBENEHHBIX HCCTIe-
nosanuii 'BY3 «HIIL crrerr.men.momoty getssm JI3M»
aKTUBHO HAIIJIM CBOE MPUMEHEHWE W OBLIM BHEAPEHBI
B paboTy Bemylnx KIWHUK JlermapraMeHTa 3apaBooxpa-
HeHus ropona MockBbI, peaepaabHBIX HIEHTPOB MOCKBEI
n Poccuiickoit @enepanuu.

CMUCOK UCNOJIb3OBAHHOW JIUTEPATYPbI:

1. IIpuka3 JlemapraMeHTa 3IpaBOOXpaHEHUSI Topoga MOCKBBI
Nel75 ot 17 mapta 1995 r. «O peopraHuzaiuy HayqYHO-TIpaK-
TUYECKOTO KOMILIEKCA IO JICYSHUIO JIeTel ¢ BPOKICHHBIMU
MOPOKAMM PA3BUTHSI JIUIIA U YESITIOCTEM».

2. AKXTyalbHble TTPOOJEMBbl KOMITJIEKCHOTO JIeUeHUsI U peadu-
JINTALIMU JeTei C BPOXICHHOW KpaHM(baIMaJIbHOM 1 HEll-
pomatojiorueii. Marepuansl 1-ro MeXmyHapomIHOTO Hayd-
HO-TIpaKTU4YeCKoro cummosuyma Mocksa. 19—21 Hos6ps
1996 rona. 108 ctp.

3. Tlpursiko A.T'., Bypkos U.B., Hukonaes C.H. [IluarHoctuka
U XUPYpPruyecKkoe JeueHne KaylaJibHbIX TTOPOKOB Pa3BUTHSI
MO3BOHOYHMKA M CITMHHOTO MO3ra y jeteii.; Kom. 31paBoox-
paHeHus . MockBbl. Hayu.-npakT. LeHTp Me/. TOMOILU Je-
TSIM C TIOPOKAMM Pa3BUTUS YePEITHO-JTUIIEBOI 00J1. C BPOXKI.
3a00JIeBAHUSIMU HEPB. CUCTEMBI. YIbTHOBCK: CHUMO. KH.,
1999. 94, [2] c.: wi., Tabm.; 20 cMm.

4. AxTyajbHbIE BOMPOCHI JETCKOI 4epernHO-JIMIEBON XUpYyp-
My M Heliporarosoruu. Matepuaibl 4-ro MexmyHapom-
Horo cumriosuyma. 11—14 cenrs6ps 2002 r. M. 2002 r., 152
cTp. — cTp. 118.

5. VYcaueBa E.JI., CopmaueBa T.H., IleipreBa E.A., AiiBa-
390 C.O., [lpureiko A.T'., llopuna M.IO. KeroreHHas

IMoctynuo: 31.03.25

UCTOoPUSA NEANATPUN

C 2016 r. TBY3 «HIILI criew.Mea.moMOIIM JeTsIM
JA3M» CIOyXUT YHUBEPCUTETCKOW KIMHUKOM CTIEeI-
anmM3upoBaHHOU MemunuHckoii moMomu ['OY BITIO
PHUMY um. H.W. TluporoBa. Ha 6aze yupexneHus
OCYIIECTBIISIIOT 00pa30BaTeIbHYI0O M HAyYHO-TPAKTHU-
yeckyw nesatenbHocTh 8 Kadenp 'OY BITIO PHUMY
nMm. H.M. TluporoBa: kadenpa OeTCKOW XUPYPTUU
uM. akagemuka FO.®D. McakoBa; kadeapa TrocrnuTaIb-
Holl menuatpuu uM. akageMuka B.A. Tabonuna I'OY;
Kadenapa TPOMEAeBTUKM NETCKUX Oojie3Heil; kadeapa
HEBPOJIOTUY, HEUPOXUPYPTUM U METUITUHCKOM TeHETUKU
nM. akagemuka JI.O. banmangna; kadeapa neTckoil aHe-
cTe3uo0ruu U nHTeHcuBHOM Tepanun OJITTO; kadenpa
YEJTIOCTHO-JTULEBOM XUPYpruu u ctoMarosornu [1MD;
Kadenpa odramrpmosoruu [1d; kadenpa KIMHUIECKOM
(dapMaKoJIOTUH.

Kpome Toro, LleHTp siBisiercss HaydyHO-0Opa3oBa-
teapHON Gaszoir GI'BOY JATTO PMAHITIO Mwun3npasa
Poccun (kadenpa nerckoii OHKOJOTMM WM. aKaleMuKa
JLLA. ypuoBa) u1 ®TAOY BO «PYJIH wum. Ilatpuca
JIymyMOBI» (Kadenpa rocrUTaTbHON XUPYPTUH C KYPCOM
NETCKOI XUPYpPTUH).

30 ner — 3TO OOJBIIONH CPOK B XM3HU YeOoBeKa
M He MeHee 3HAYUMBI B MCTOpUUM Iiesoro HaydyHo-
MpakTu4yeckoro mneHTpa. COTHM CIENUANINCTOB OTHAIU
CBOM CWJIBI W 3HAHWS IJIST €r0 TJIOAOTBOPHOM pabOTHI.
CeromHs MOXXHO TOBOPUTB, YTO 37€Ch HaMIeHBI ajro-
PUTMBI IeATEILHOCTH, OOECTIEUMBIINE YCIeX pPabOThI
B HOBBIX 9KOHOMHWYECKUX YCIOBUSX. 3a MEIUIIMHCKOM
nomombio B HITL cramm oOpamaTtbcs co BceX KOHIIOB
Poccun, u3 3apy0exxHbIX cTpaH. be3 Bcskoro mpeysenn-
YeHMST MOKXHO CKa3aTh, 4To LIeHTp Tpruobdpesn aBTOpUTET
He TOJBKO B Tipenenax MOCKBBI, HO TaKxe Ha BCepoC-
CUICKOM 1 MEXITYHAPOIHOM YPOBHE.

nveTa B JiedeHur (hapMaKOpe3UCTEHTHBIX SMUJICTICHIA: TI0-
KazaHuss K TIpUMEHEHHUIO, KpuTepuu 3SPOEeKTUBHOCTH,
OCJIOXKHEHHUs. JlemapraMeHT 3ApaBOOXpaHEHUs] ropojaa
Mocksbl. HayuHO-npakTHYeCKUii LIEHTP MEAUIIMHCKOM MO~
MOIIIM JETSIM C MOPOKAMM Pa3BUTUST YEPEITHO-JIULIEBOI 00-
JIACTU U BPOXKIEHHBIMU 3a00JIeBaHUSIMU HEPBHOW CUCTEMBI.
Metonunueckue pekomeHnaunu Ne29. M. 2005, 20 ctp.

6. TB Lenrp. HoBoctu. Memumuna. 27.05.2015. B Mockse
MpoBeJeHa YHUKAIbHAsl Orepalysi Mo YCTAaHOBKE CTUMYJISI-
Topa nuadparMagbHOTO HEpBa.

7. ¥Yxa3 mapa Mocksbl Ne 34-YM ot 27 mionst 2014 roma «O
npucyxaeHuu npeMmuii ropoga Mocksel 2014 roga B obna-
CTU MEIULIMHbBI».

8. O neuenun peruHonatuu B HITLl/npcmed.ru/news/809-
o-lechenii-retinopatii-v-npts.html?ysclid=m7u6pa8d-
ha38171688

9. Quantum Satis/ MemguumHckuii XypHain. 2019, Ttom 1,
No2—4.

10. IpaButensctBo Poccuiickoii Menepauun. PacnopsbkeHue
ot 22 okts6pst 2020 1. Ne 2736-p MockBa «O NMpUCyKIeHUN
npemuit [1paBurensctBa Poccuiickoit denepanmu 2020 roga
B 00JIACTU HAYKW U TEXHUKU».
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