CoBpeMeHHbIE TEXHOJIOTHH B MEIHIIMHCKOM 00pa30BaHUM @ MEKIyHap. HAyd.-[IPAKT. KOH(.,
nocesint. 100-netuto benopyc. roc. men. yH-Ta (MuHCk, 1-5 HOs0pst 2021).

SMUJAEMHUOJIOTUS BPOXKIEHHBIX AHOMAJIUM PA3BUTHUSA
Y HOBOPOXJIEHHBIX JIETEH B PECITYBJIMKE MOJIJIOBA
Bapéosa H..U' 2 Ezopoe B.B.Y, Xanadyoenko E.A.*
YIMCY Uncmumyma Mamepu u Pebenka,
2 'ocyoapcmeennviti Yuusepcumem Meouyunvr u @apmayuu umenu Huxonas
Tecmemuyamny
Kuwunes, Monoosa
barbova_genetica@mail.ru, egel_s@yahoo.com,
elena_hal6l@mail.ru
B cmamwve npeocmasnenvt oannvie Hayuonanvnoeo Peeucmpa Mondogwi,
cpopmuposannoco Ha 6aze aabopamopuu  NpOPUIAKMUKU  HACLIEOCMBEHHOU
namonozuu npu Mncmumyme Mamepu u Pebenka. [Iposeden ananuz snuoemuonozuu
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Bpoxxnennsie mopoku pazsutusi (BIIP) sBisitoTcs cepbe3HO MEIUIIMHCKON |
COIMAJIBHOM MPOOJIEMOH, 4TO 00YCIIOBJICHO UX 3HAYUTEIHLHBIM BKJIAJIOM B CTPYKTYPY
MJIaJICHYECKOM M JeTckod cmepTHocTH [1,2,3] u gerckodt mHBanuaHoctu [4]. B
Pecnyonuke MonnoBa (PM) Bpoxnennsie aHomanuu (BA) cpeau npuuuH
MJIaICHYECKON CMEPTHOCTH €XKETOJHO 3aHUMAIOT BTOPOE MECTO [J].

CrnexxeHue 3a ypOBHEM MOMYJISIIMOHHBIX YaCTOT MOPOKOB Pa3BUTHUS MO3BOJISIET
PETUCTPUPOBATh JIFOObIE HMX HU3MEHEHUs] C JajJbHEUIINM BBISICHEHUEM MPUYUH
HaOmogaembix KoseOanuid [6]. B MongoBe perynsipasiii  MoHuTopunr BIIP
npoBoautcs ¢ 1991 roma, ¢ 2009 roma mnpoBoauTcs paboTa MO BKIHOYEHUIO
Harmonansuoro Permcrpa BIIP PM B EUROCAT (European Surveillance of
Congenital Anomalies).

Heap wuccaeqoBaHuss — Ha OCHOBE TIE€HETHKO-3MUIEMHOJIOTHUYECKUX
uccaenoanuii (2013-2019 rr.) oxapakrepu3oBaTh 4acTOTY, CTPYKTYPY U JUHAMUKY
BPOXKJICHHBIX IOPOKOB pa3BUTHUSA B nonyJisinuu PM.
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Marepuan u MeTOAbl HCCIeA0BaHHMA. B ucciegoBaHMM UCIOIb30BaH
snuaeMuosornueckuid moaxon. Cucrema monutopunra BITP B MonaoBe ocHoBaHa
Ha PETUCTpAllUM BCETO CIIEKTpa BPOXKIACHHOM MAaTOJIOTUU CPEIU >KUBOPOKJICHHBIX,
MEPTBOPOKACHHBIX U yMepiIux AeTeil Becom 6osee 500 r npu cpoke 6epeMEeHHOCTH
22 u 6onee Henenb. BIIP peructpupoBanuck y HOBOpOXKICHHBIX JeTeil. CBeleHUs O
cembsx, uMmerwmux nered ¢ BIIP, yTouHsuim B XOA€ MEIUKO-TE€HETHUYECKOTO
KOHCYJIbTUPOBaHUA U BHOCKIU B Hanimonaneubiii Peructp BITP PM B 2013— 2019 rr.

Yacrora BIIP paccuutsiBanacek o popmyinam EUROCAT [6], kak oTHOLICHHE
oOmero yucna ciaydaeB BIIP, BbISIBIEHHBIX Y HOBOPOXKJIEHHBIX, MEPTBOPOKICHHBIX,
yMepUINX JeTel U BCeX clyyaeB MpephiBaHus OepeMeHHOCcTH miuonamu ¢ BIIP mo
MEIUIMHCKUM  TOKa3aHMsIM, K CYMMAapHOMY UYHCIY JKHBOPOXKACHHBIX U
MepTBOpPOXACHHBIX, yMHOkeHHOoe Ha 1000 (%o). PesynbpTaThl ucclienoBaHUsS
o0paboTaHbl ~ CTAaTHUCTHYECKHM C  HUCIOJB30BAaHUEM  CTaHJAPTHBIX  METOJOB
MMapaMeTPUIECKON CTATUCTUKHU.

beimu  ucnonk3oBaHbl oduIMaNbHBIE Matepuasibl HanuoHanbHOro  010po
cratuctTuku  PecnyOnuku  MonjgoBa, It  CpaBHEHUST UM COIOCTaBJICHUS
CTATUCTUYECKUX JITAHHBIX OBUIM UCIOJIb30BAaHBI MaTepuajbl ¢ OPUIIMAIBHOTO caiiTa
Erpomneiickoro Peructpa EUROCAT [9].

PesyabraTrbl ucciaenoBanus. 3a nepuon ¢ 2013 go 2019 roawsr cpemuss
yactora BA B PM cocrtaBuna 17,69 nHa 1000 HOBOpOXIEHHBIX, a aAHAJIOTHYHBIN
nokazatesib B EUROCAT — 20,4/1000 HOBOpPOXXIIEHHBIX, M ObLIa MOJBEpKEHA
KoJieOaHusIM, TaKk, MUHUMaJIbHasg yacToTa BA Obuia 3apeructpupoBana B 2014 roay
(15,38%o0), MakcumainibHast yactota — B 2017 rogy (21,84%o0) 1 B TuHaAMUKE OTMEYEHA
TeHaeHusd K cHmwkeHnio BIIP, 49Tro Takke MOMXKET CBHACTEILCTBOBAaTH M 00
YXYJIIEHUH CHUCTEMBl HUX perucTtpauuu. B COOTBETCTBUM C PEKOMEHIALMSIMU
EUROCAT, uvacrota BIIP ke 20/1000 HOBOpOXI€HHBIX YKa3bIBAET HA HETMOJIHBIM
oxBar peructpauuein Bcex ciydaeB BIIP. Takum o0pa3om, 3a aHanu3upyembli
nepuos abcomoTHele 4YacTtoTel BA B PM u ctpanax EUROCAT cocraBuim
CcOOTBETCTBEHHO 1: 57 m 1:49 HOBOPOXKIEHHBIX, YTO TOBOPUT O BBICOKOM YaCTOTE
BCTPEYAEMOCTH ITUX AaHOMAJIMK U HEOOXOIUMOCTHU UX MPODUTAKTUKH.

Jns  ompeneneHuss CTpyKTypsl BA OblmM  mpoaHaNM3UPOBAHBI  JTaHHBIE
HamnonansHoro Peructpa 3a mepuon 2013-2019 rr. m nmannsie EBpomnelickoro
Peructpa EUROCAT. Tak, oTMedeHO mpeo0iaganre B 000UX PErucTpax aHOMAaJHA
cepaeuno-cocyauctoit cucremsl (CCC). B Monnose ux yacrora cocrasuia 4,3/1000
nnu 1:233 HoBOpOKIeHHBIX, a B EBpore 3t BA peructpupyrorcs ¢ 4acTOTOM
7,9/1000 vin 1:127 HOBOPOXKJIEHHBIX U HE OTHOCSTCS K peAKUM. Takoe pacxoxIeHue
B aHAIM3UPYEMBIX MMOKA3ATEJISIX MOYKHO OOBSICHUTh HETIOJHBIM OXBAaTOM PETHCTPALIUU
BA cepaua u cocynoB B Haieu crpane. /Jlnanazon gactot Bapsupyer ot 3,33 B 2013
r. 7o 5,67/1000 nHoBopoxaenusix B 2016 r. Bropoe MecTo B CTpyKType 3aHUMAaIIU
MHoOkecTBeHHble BIIP (MBIIP), mpu koTopbix mopaxaiorca 2 U 0oJjiee CUCTEMBI
opranusma, ¢ yactoroi 3,43/1000 (1:292 noBopoxneHHbix), Ot BIIP — camsbie
TSDKETbIe, TPEOYIOT XHUPYPTrUYECKOW KOPPEKIMH M XapaKTEPHU3YIOTCS BBICOKOM
CTEMECHbIO JIETATbHOCTU U CMEPTHOCTU. AHAJOTHYHBIA IIOKAa3aTellb B PErUCTpPE
EUROCAT BaBoe mensiie u cocrapiser 1,76/1000 (1:568 HOBOpOXIEHHBIX). ITO
oOwscHsercst dddextuBHON TpeHaranbHol nuarHoctukout (I1J1) B EBpome, B ToM
YHCIIe, IUTOTEHETHIECKOM, C YI4ETOM TOTO, YTO B OCHOBE OonbIMHCTBA 3TUX BIIP
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Jexxatr XpomMocomHble abeppaumu. Jluamaszon wactor MBIIP B Hamei#t crpane
konebsercs ot 2,59 B 2015 1. 1o 5,41/1000 HoBopoxaeHHbix B 2013 1. Ha Tpethem
MECTe — aHOMAJMHU KOCTHO-MBIIICYHOM CHCTeMBl ¢ dactorod 3,08/1000 (1:325
HOBOPOXXJIEHHBIX), ATOT Tokazatesib B EUROCAT B 2 pa3a Bblllle U COCTaBIISET
7,03/1000 wim 1:142 HOBOpOXKIeHHBIX. YacToTa 3THX BA ObLITa MUHMMalbHOU B
2013 r. — 1,98/1000, a makcumanbHoii — B 2017 1. — 3,99/1000 HOBOPOXX/ICHHBIX.
Haunmenbmas nons B cTpyktype BA B Hamel cTpaHe NMPUXOAUTCS HAa AHOMAJIHMU
neixarenbHo cuctembl 0,25/1000 (1:4000 HOBOPOXKIEHHBIX), YTO COMOCTABHMO C
anajornyHbM nokazaresieM EUROCAT — 0,33/1000 unu 1:3030 HOBOPOK/ICHHBIX.

BpoxneHHbIe TOPOKK PENPOAYKTUBHOW CUCTEMBI PETHMCTPUPYIOTCS B HAIEH
ctpane ¢ yactotod oT 0,56%0 mo 0,97%0 um B 2 pasza pexe, ueM B EBponeiickoM
Peructpe — 2,04/1000 HOBOPOXKI€HHBIX.

BIIP nepBHOI cuctembl peructpupyrorcs B Mongose ¢ yactoroit 2,32/1000
(1:431 HoBOpOXeHHBIX), a B cTpaHax EUROCAT »ToT nmokaszarens B 2 paza HUXKE U
coctasisiet 1,16/1000 (1:862 ponoB). DTo Takxke oObsicHsieTcs Bkiaagom I1/] u Gonee
¢ dextuBHON npodunaktukoid BIIP mpemapatamu (onmeBoll KUCIOTHI B CTpaHax
EBponbl. Camas Beicokas yactota BIIP HepBHOU cuctembl otMeueHa B 2012 rogy —
3,22/1000 HOBOpOXIEHHBIX, a camas Hu3kas — B 2013 romy — 1,48/1000
HOBOPOK/ICHHBIX.

OtHocutenbHo pexe (2,01/1000 HOBOpOXACHHBIX) peructpupoBaiuch BIIP
MOYEBBIICIIMTEIBHON CcHCTEMBI, 3TOT ke mnoka3zareab B EUROCAT cocraBisieT
3,08/1000 HOBOpOXHeHHBIX. [Jluamazon wactor Komebaiacs ot 1,2/1000
HOBOpOXkIeHHBIX B 2013 roay g0 2,51/1000 HOBOpOXKAEHHBIX B 2015 T.

BIIP xenynouno-kumeuHnoro tpakra (OKKT) B MomgoBe peructpupyrorcs
moytu B 3 pasa pexe, yem B Apyrux crtpanax Espomnsl. s BIIP XXKT st
MOKa3aTeNId 3a UCCIEeNyEMBI nepuoja cocTaBisuin coorBeTcTBeHHO 0,61 un 1,64/1000
HOBOPOXICHHBIX ¢ MakcuMainbHOM yactoToit 0,77/1000 HoBOpokaeHHBIX B 2012 1. 1
MuHumaineHo — B 2013 1. (0,37/1000 HOBOpOXIEHHBIX). He3HaunTenbHOE
pacxoxaeane ¢ EUROCAT ormedaeTrcs B 4yacToTe 4enOCTHO-IUILEBBIX BIIP,
kotopseie 3a nepuoa 2013-2019 rr. peructpupoBanucs B Monnose ¢ yactotoit 1,01
Ha 1000 pomoB, a B Peructpe EUROCAT - ¢ Hm3koi wacrotour — 1,26/1000
HOBOPOK/ICHHBIX.

N3yuenue nunamuku yactoT BITP B PM 3a nepuon 2013-2019 roast mokaszao
BaXXHYIO poiib [ocynapcTBeHHON MONUTUKU B oOnactu npodwmiaktuku BA. Tak, B
2013 roxy B PM Obuia npunsita «HanmnonansHas [Iporpamma o npodunakruxe BITP
U HaciuenctBeHHou mnaromoruu B 2014-2017 rr». 3a Bpems IEUCTBHUS 3TOTO
nokymeHTta peructpanus BIIP ymyummunace, yaensioch BHUMaHUE MpEHATaIbHOMY
CKpUHUHTY, a TIOCJIE €€ 3aBEepIICHUs] KauyeCTBO perucrpanuu BA yxynmunoch, 4To
JTUKTYET HEOOXOUMOCTb MPOAJICHHs 3ToN BaxkHOU ['ocynapcTBenHol [IporpamMmbl.

BoiBoabi: 1. O6mias vyactora BIIP ob6mero yuera 3a 2013-2019 rr. B PM
cocraBuna 17,69 na 1000 poxnenmii, aHanmornunblid moka3zareab B EUROCAT
coctasisieT 20,4/1000 HOBOPOKICHHBIX.

2. B crpykrype BIIP y HOBOpoOXkIeHHbIX B PM 10 yacTtoTe BCTpEeUuaeMOCTH
Benymee ™ecro 3anumaroT BIIP  cepaeuno-cocymucroit  cuctemsr  (4,3/1000
HOBOPOXKJICHHBIX ), MHOXXECTBEHHbIE TTOpOoKU pa3BuTHs (3,43/1000 HOBOPOKICHHBIX )
U TIOPOKH OMOpHO-ABUTaTenbHoro ammapata (3,08/1000 HOBOpPOXKIEHHBIX), YTO
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omyi4aercst oT CcTpykTypbl BIIP B EBponenckoM perucrpe: B HEM BTOPOE MECTO C
gactotoit 7,03/1000 HOBOpOXAeHHBIX 3aHMMatOT BIIP KOCTHO-MBIIIIEUHO CHCTEMBI,
TPEThE MECTO — BPOXKACHHBIC TOPOKH mouek (dactoTa — 3,08/1000 HOBOPOKIEHHBIX),
a MBIIP peructpupytorcs B 2 pasza pexe.

3. ITpoBenennsiii ananm3 yactoTel BIIP 3a nepuon 2013-2019 rr. 8 Mosinose
MoKasajl, HeOOXOJAMMOCTb OINTHUMHU3AIMU U YIYYIICHUS MPOIECCOB PETUCTPaAlluU
BPO’K/ICHHBIX aHOMAJIUA C BOBJICUYEHHEM HEOOXOJMMBIX HAYUYHBIX, IPAKTUYECKUX U
rOCYJIJapCTBEHHBIX PECYPCOB I COBEPIICHCTBOBAHUSI METOJOB MX JUArHOCTUKHU U
PO UIaAKTUKHY.
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