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XAPAKTEP COMYTCTBYIOIIMX ITIQPOKOB PA3BUTHS V JIETEN
C BPOXXJIEHHOM PACIIEJIMHOW BEPXHEN I'VBbI 1 HEBA
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KirroueBsble cji0Ba: BpOXK/ICHHAs paclie/iMHa BepXHeil ryObl u HeOa

TspxecTs aHATOMO-()YHKIHOHAIBHBIX HApYIIEHHUH y OONBHBIX C
pacumenuHoOd BepxHell TIyObl M Heba yCHIMBAIOT COIyTCTBYIOIIHE
BPOXKJCHHbIE IOPOKM pa3BUTHUs Jpyrux opraHos [l]. MexaHusm
(bopMHpPOBaHUS MHOXKECTBEHHBIX BPOXICHHBIX IOPOKOB Pa3sBUTHUS Y
OOJILHOTO C paclIeNuHON BepxHell ryObl m Heba 00ycIOBIMBaeT
CHCTEMHBII XapakTep AUCIUIA3WH COCIWHUTENILHON TKaHHW M Hapylle-
HHE Ipoliecca MHIPAIlHd ME3eHXHMMbl Ha JTale 3MOPHOHATLHOTO
pasButus mioga [2-6]. @opMupoBaHHe BHEIIHNX (DEHOTHIHIECKUX
NPU3HAKOB JHM33MOPUOTeHe3a ¥ TJIaBHEIM 00pa3oM IOPOK Pa3BUTHS
TaKUX )KU3HEHHO BaXKHBIX BHYTPEHHHX OPTaHOB, KaK CEpAIe U MOUYKH
uMeeT OOJNbIIIOE 3HAYCHHE IS JIUI C BPOXKACHHOH pacIieInHOU
BepxHeil ryObl n Heba, peaOMIHTAIMs KOTOPHIX OCHOBAaHA Ha MHOIO-
KPaTHOM XHMPYPrHYECKOM JIe4eHHH. Pe3ynpTaToM BpOXKAEHHOH ajam-
TaIMOHHOI HEJZOCTaTOYHOCTU BHYTPEHHUX OPraHOB Ha dTale XUpyp-
THYECKOTO0 JICYSHHsI II0J{ 00INM 00e300JIMBaHIEM SIBIISCTCS Pa3BUTHE
y pebeHKa ¢ BPOXJEHHOH MaToJOTrMel 4YeNIIOCTHO-JIHIEBOM obnactu
TSDKETIBIX OCJIOXKHEHHH BILIOTH JIO CMEpTelIbHOro uexona [1-6].

Ieans paGoThI — N3yYeHNE CONYTCTBYIOMINX IIOPOKOB Pa3BUTHUS
y JeTeli C BpOXKAECHHOW pacliennHOi BepXHEi ry0Osl u Heba.

Pe3yabTaThl HCCIEIOBaHMS OCHOBAHBI Ha JAaHHBIX 00CIeI0Ba-
HUA 132 GONBHBIX ¢ Pa3IMYHBIMH KIMHAYECKUMHU BapHaHTAMH BPOXK-
JICHHOH pacIiesIMHbl BEpXHei ryOsl u Heba B Bozpacte ot 1 o 17 ner,
KOTOpbIE HAXOWINCH Ha JledeHnH B CTaBPOIIOIECKOM MEXO0IaCTHOM
LEHTPE 110 OKAa3aHHWIO IOMOIIM JETSAM C BPOXKICHHOW INaTOJOTHeH
nuna. KoHTponbHyto rpymnmy coctaBuii 37 neTei TOro ske Bo3pacra,
HE MMEIOIIe BPOXKACHHOH pacIiennHbl Iuna. [ pemenus mocTas-
JICHHBIX B pa0oTe 3a/iad NPHMEHSUIMCh KINHUYECKHE, JTJaOOpaTOpPHBIE U
MHCTPYMEHTAIIbHbIE 00CIIeN0BaHNS OOJBHBIX, NMATOrHCTOJIOIHYECKOe
H3yYeHUEe OIEePallHOHHOTO U CEKIIMOHHOTO MaTepHaa.

IIpoBeneHHOE HCCIIeN0BaHUE [TOKA3aJI0, YTO BHEIIHUE HPOSIBIIC-
HUSL JMCIUIA3MM COEJMHHUTENIHOM TKaHW y JieTell ¢ BpPOXJICHHOU
pacumenuHol BepxHeill TyObl H Heba pPErHCTPUPOBAIHCH B 00IACTH
ronoBbl (39,3%), Ha koHewuHocTsx (31,7%) wu Tynosuine (29,0%).
OCHOBHBIMM NIPU3HAKAMH JMCIUIA3HU COEIUHUTENbHOM TKaHU Yy JeTei
C BPOXKIEHHOH pacIeIniHOM BepXHell I'yObl U Heba SIBISUIICH KOPOT-
Kasi y3aedka I'yObl WM s3blka — 92,2%, yIIMHEHHOE y3KOe JHIO —
55,9%, Hu3KHH HHAEKC Macchl Tena — 53,0%, medopmanust mo3Bo-
Ho4HHUKa — 52,0%, neBuanms Mu3uHIA Kuctu — 47,1%, runepMoOuib-
HOCTB cycTaBoB — 45,1%, cannaneBuHas menb — 43,1%, runepresno-
pusMm ri1a3 — 42,2%. KonuuecTBo BHEIIHUX HMPU3HAKOB JWM33MOpHOre-
He3a y peOeHKa ¢ BPOXKICHHOH pacIelnuHON BepxHeil TyObl u Heba
BKJIIOYAJIO B ce0st oT 7 o 15 crurm (B cpexneM 8,7), 4To XapakTepu-
30BaJIOCh KAaK BBIPa)KEHHAs! MM KpaiiHe BbIpa)KeHHas CTENEHb MpPOsB-
JIEHWH JUCIIIa3HMM COEJUMHUTENBPHONH TKaHW. B rpymme pgereil, He
HMEIONINX BPOXKJICHHOMN PaCIIEeIHHbl, YUCIO CTHIM BapbHPOBAIOCH OT
1 1o 5 u B cpeanem paBHsIoch — 1,6.

Jlaxke IpH OTCYTCTBHUH SIBHBIX JKa00 Ha JEATENHHOCTh Cepred-
HO-COCYIMICTOH CHCTEMBI, II0 JaHHBIM Pa30BOT0 JJIEKTPOKapAUOrpa-
(hUUECKOro HCCIEI0BAHUSA U CYTOYHOTO (XOITEPOBCKOr0) MOHHTOPH-
poBanmus OKI' y 79% pmereil ¢ BpOXIEHHOH pacIIeIMHOH BepxHeil
ryOsl ¥ Heba BBIIBISUINCH HApyIIeHWs (QYHKIMH aBTOMAaTH3Ma, Ipo-
BOAMUMOCTH M BO30yAMMOCTH MMOKapja. PasHOOOpasHble M3MEHEHHs
pHTMa CepIeYHOH AeATeNBHOCTH COMPOBOXKIAINCH dXOKapAuorpadu-
YEeCKMMH INPU3HAKaMH JHCIUIa3HH COSIMHHUTEIBHOH TKaHU cepiua y
JIeTe ¢ BPOXKIECHHOM pacluenuHoi BepxHeil ry0obl 1 Heba B 5-7 pa3
Yaie, 4eM B Ipynme 0OCIeJOBAHHBIX, HE HMEIOMUX BPOXKACHHOTO
NOpOKa pPa3BUTHS YENIOCTHO-IMLEBOH obsactu. Ilo pesymbratam
aHalIM3a CIEKTPAIbHBIX IIOKa3aTeleil BapuabelbHOCTH CepICYHOro
pUTMa y HHX BBIABILLICS AUCOANaHC psifa 3BEHBEB BETreTAaTHBHOI
HEpBHOI CHCTEMBI B CTOPOHY IpeoOiiajaHus LepeOpalbHBIX 3pro-
TPOINHBIX BIMSHUNA M JeUUUTa BaraabHbBIX BIHSHUH, KOTOPBIE OKa-
3BIBAIOT 3alMTHOE (TPO(DHYECKOE) BO3ICHCTBHE HAa PETYIATOPHBIN
CTaTyc OpraHM3Ma U O0OECIIeUMBAIOT a/IeKBaTHBIM ypOBEHb €ro ajall-
TALMOHHBIX BO3MOKHOCTEH.

B mpouecce ucciaenoBanus GyHKIHU II0YEK YCTAHOBICHA IHY-
pus y 21 pebeHKa ¢ BpOXKJCHHON pacIlelIMHOM BepXHel I'y0bl H Heba
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(B koHTpONBHOM rpynme — 0). CrienuanbHOe ypoIorHieckoe oocaeno-
BaHUE BBLIBUIO B 14 HAOMIONCHUAX BPOXKICHHYIO CTPHUKTYPY HPHIO-
xaHouHoro (9) um TtasoBoro otaena mouerouHwka (5). Ilo maHHBIM
9KCKPETOPHOI1 yporpadun y 8 mauHeHTOB BbISBICHA [THEIOIKTa3U, Y
3 — ruzpponedporHyeckas TpaHcHOpMAIHs HA CTOPOHE OOCTPYKIHU
Mo4YeTo4HHKA. [Ty3bIpHO-MOUETOUHHKOBOH pedmoke 2-3 CTeNneH! Kak
MPOSIBJIEHHE BPOKIEHHON JHUCIUIA3UH YCThsl MOYETOYHHKA YCTaHOB-
JeH y 4 nereil. B 6 HaOmOIeHUAX ONpeersuics HeHpOreHHbIH Moue-
BOH ITy3bIpb, IPUYHHOI KOTOPOTo ObLIA AUCILIA3Hs ITI03BOHOYHHKA L5
— S1 — S2 (Spina bifida). CpaBHuUTenbHOE HCCIIEOBAHHE THCTOIOIH-
YEeCKOTO CTPOCHHS CIM3UCTOH OOONOYKM MOJIOCTH pPTa U KOXKHOH
4acT TyObl Heba ¢ MOP(OJIOrHYECKOi CTPYKTYPOil cepAedHON TKaHH
M TOYeK JeTed, yMepuuX BO BPEMs OIEPAaTUBHOIO YCTPAHEHHs
BPOXKJICHHOW pacIIeINHEl BepXHeH I'yObl n Heba, YCTAaHOBHIO IIPH-
3HaKH OrPYOCHUsS COCAMHUTENBHOI TKaHW, BIUIOTH JO Pa3BUTHS
0YaroBOro CKJIepo3a, IOATBEPIK/1as TEM CaAMBIM CHCTEMHBII XapakTep
(opMHPOBaHUS BPOXKAECHHBIX IOPOKOB Pa3BUTHSL.

3akJ0ueHHne. BrisBiieHHBIE y JieTell ¢ pacilienuHoil BepxHeil
ryobl M Heba BHEIIHME CTHIMbI IM33MOpHOreHe3a, BPOKJCHHbBIC
MOPOKU CepAlla W IOYeK MMEIOT CHCTEMHBIH XapakTep, pa3BUTHE
KOTOPBIX OOYCIIOBIIEHO JUCIUIa3Uel COCAMHUTENLHON TKaHu. V3yde-
HHE CEepICYHOI JEATEeIbHOCTH U BBIACINTEIBHON (PYHKIMHU IOYEK, a
TaKoKe CPaBHEHHE UX MOP(OIOTrHYEecKOd CTPYKTYPBI CO CTPOCHHEM
CJIM3HUCTON 00OJIOUKHM IOJIOCTH PTa U KOXKH BEpPXHEH TyObl y Jereld ¢
BPOXKJCHHOM PACILEIMHON JIMLA TOATBEPKAAIO HAJIM4YME B HM3yyae-
MBIX TKAaHEBBIX 00BEKTaX MPH3HAKOB NE30PTaHHU3AlUH COCAUHUTEINIb-
HOI TKaHU. BbIcokas pacnpocTpaHeHHOCTh BPOXKIACHHBIX HapyIICHUH
CEepICUHOIN JEATEIBHOCTH U BBIACIHUTENbHOH (QYHKIMH 1OYEK orpe-
JenseT HeoOXOOMMOCTb YdYacTHs Bpada-KapAHOIOra U ypoiora B
00CIIeI0BaHUH ¥ IIPEJOIIEPALIOHHOM TOJrOTOBKE AETEH C pacIienu-
HOI BepxHeii ryOsl u HeOa. B mporpammy oGciemoBanust 60JIbHOTO ¢
BPOXKJCHHOH paclienuHoil BepxHel ryObl 1 HeOa MOMHMO pPa3oBOTO
JIEKTPOKAPANOrpahUIEecKOro MCCIeIOBaHU LEeIeco00pa3HO BKIIIO-
4aTh NPOBEJICHUE XOJITEPOBCKOro MoHutopupoBanus IOKI', sxokap-
Juorpaduu HCCIEeIOBAHUS Cepilia C JOIUICPOBCKUM aHAIH30M, H3Y-
YeHHe BapuaOeIbHOCTH CepIEeYHOTO PHUTMa, a TAKKe OJKCKPETOPHOM
yporpaduu 1 yJabTpa3ByKOBOE HCCIIE0BaHUE MOYCK.
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ITo pa3nu4HBIM JaHHBIM SMUIEMHOIOTHYECKHX HCCIET0BAHUM,
B Poccuiickoii ®eznepainuu IMOBBIIEHHOE apTEpUANIbHOE JaBICHUE
uMeroT ot 36 1o 42,5 miuH. yenosek. B Haubosee mpeacTaBUTENbHON
BEIOOpKE, CTAaHIAPTH30BAHHOH II0 BO3pacTy paclpOCTPaHEHHOCTD
runeproHnyeckoit 6oneznu (I'B) cpenu myxuun cocraBumia 39,2%, a
cpeau xeHuwmH — 41,1% [1]. IIpu stom no 40-nernero Bo3pacra I'b
BCTpedYaeTcsl y MpejcTaBUTeNell My»KCKOro 1oia, a mocie 50 jger — y
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