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IIpeacraBiieHsl pe3y/bTaThl BbIsIBJEHHS BPOXKIEHHBIX MOPOKOB pa3BuTHs y mwioaoB B Pecnyoauke Mopaosuu 3a 2015—2019 rr.
IIpoBeneH peTPOCHEKTHBHBINA AHAJIM3 UX CTPYKTYPbI, YACTOTHI M CPOKAX BBISABJIEHHUS C MOMOMLIbIO MPEHATAIBHBIX METOIO0B THATHO-
ctuki. CoracHo MoJIyYeHHbIM Pe3yJibTaTaM YacToTa MOPOKOB B pernone cocrapiser 35,5—49 na 1000 mioaoB, YTO CONOCTABUMO
¢ MUPOBBIMH JaHHbIMH. OCHOBHBIM METOJIOM IMATHOCTHKH OCTAETCs YIBTPA3BYKOBOE MCCIEI0BAHMUE.
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The article presents the result of identification of congenital malformations in fetuses in the Republic of Mordovia for 2015—-2019.
A retrospective analysis of their structure, prevalence, and timing of detection using prenatal diagnostic methods was performed.
According to the authors, the prevalence of defects in the region is 35.5 to 49 per 1000 newborns, which is comparable to global data.

Ultrasound continues to be the basic diagnostic method.
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0 BpeMsT OepeMEHHOCTH KaXmas JKCHIIWHA XOYeT

OBITH YBepeHa, YTO ee OymayImmii peOeHOK BHYTPH-
YTpOOHO OyIeT pa3BUBaThCs Oe3 OTKIOHEHWIT M aHOMa-
i, OmHAKO B COBPEMEHHBIX YCIIOBUSX, TPU HATUIAN
OTPOMHOTO KOJIMYECTBA HEOJATOMPUSITHRIX (DAKTOPOB,
BJIVSTIONIMX Ha SKCHIIHY BO BpeMsT 0epeMEHHOCTH, YUCIIO
IeTell ¢ BPOXKICHHBIMU ITOPOKAMU Pa3BUTHS 110 TaHHBIM
BcemmpHoOif opraHW3aIlliy  3MPaBOOXPAHCHUS COCTaB-
qmster ot 2,5 mo 16,3% [1-3]. B Poccwuiickoit ®enepa-
LMK 3TOT TI0Ka3aTeNb HaXomuTcs B Tipenenax 3—7%. [3].
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BpoxxmeHHBIC TTOPOKW pa3BUTUSI — 3TO CTPYKTYPHBIC
WK (GYHKIMOHATBHBIC OTKJIOHCHHSI OT HOPMBI, KOTOPBIE
MOXHO BBISIBUTH B TIepHOJ BHYTPUYTPOOHOTO Pa3BHTHS,
BO BpeMsI POXKIICHUST WJTH Ha 00Jiee TTO3MHUX dTarax XU3HU.
[lo maHHBIM JUTEPATYpPHI, TIOSIBJICHUIO aHOMAIMIA B Opra-
HM3Me I110]a MOTYT CIOCOOCTBOBaTh HeOIaronpusiTHasK
SKOJIOTHYeCKass OOCTaHOBKA, NEWCTBHE WOHW3HMPYIOIIETO
M3TYYCeHHUsI, COMATbHO-3KOHOMWYECKHE (haKTOPHI, TIPHEM
KCHIIMHOM BO BpeMs OepeMEHHOCTH JIEKapCTBEHHBIX
TperrapaToB, OOJATAIONIMX TePaTOTeHHBIMU CBOWCTBAMM,
TeHeTUIeCKre (aKTOphl, WHQEKIIMOHHBIC 3a00JIeBaHMS,
SKCTparcHWTabHAS TIATOJIOTHSI W OTSATOIICHHBIA aKy-
IePCKO-TMHEKOJIOTMYESCKMIA aHaMHe3 JKCHIIWHBI, HaJIH-
yye BpeOHBbIX MpUBBIYEK y OepemeHHOl [2—7]. OmHako
mpu 3ToM 50—65% BPOXKICHHBIX IIOPOKOB Pa3BUTHS
HeJIb3sI CBSI3aTh ¢ KOHKPETHOM TTPUYMHOIA [4, 5].

IIpenMeT TIpeHaTaJbHOM NITWAarHOCTUKU — TUIOI
Ha pas3HbIX 3Tanax pasButus [2]. Llenp numarHocTuku
COCTOMT B YJIYYIICHWUW 3IOPOBBSI TUIONA W CHIDKCHUU
TepUHATAIEHON CMEPTHOCTA ITyTEM CBOEBPEMEHHOM
TMUATHOCTUKM, JICYCHUST W TIPODWIAKTUKA BPOXKICHHBIX
MOpPOKOB pa3Butus [§].

Ileab padoThI: aHATTN3 CTPYKTYPHI, 9ACTOTHI 1 CPOKOB
BBISIBJICHUST BPOXICHHBIX aHOMAJIW Pa3BUTHUS ILIOIA,
MUATHOCTHPYEMBIX C TIOMOIIIBIO TIPEeHATATBHBIX TEXHOJIO-
ruit B Pecriyoniuke Mopnosuu 3a 2015—2019 rr.
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MaTepuan U MeToabl uccsieqoBaHnsg

[IpoBenmeH peTPOCIIEKTUBHBIA aHAIW3 JaHHBIX TIpe-
HaTaJlbHOW auarHocTuku B PecnyOnnke MopnoBuu
3a 2015—2019 rr. 3a 3TOT MEpUO B pecrydarKe Ha y4eT
no 6epeMeHHOCTH BcTau 32 823 xkeHuuHbl. B MopmoB-
CKOM Pecrny0IMKaHCKOM KIMHUYECKOM TIepUHATAb-
HoM 1ieHTpe (MPKIILI) o6cnenoBanbl 14 194 xeHIIMHBL
Ha pa3JIMYHBIX cpoKax 6epeMeHHOCTH. C ITOMOIIBIO YiTb-
TPa3BYKOBOIO McCCienoBaHus BbigBiaeHO 1119 ciayvaes
BPOKICHHBIX aHOMAJIHIA.

Pe3ynbrathbl

ITo HamuMm gaHHbIM (puc. 1), B 2019 1. 3apeructpu-
pOBaHO HaMOOJbBIIEe YKMCIO BPOXKICHHBIX ITOPOKOB
pasButust — 243 (21,7%) ciyyast, Torna Kak B 2018 . —
202 (18%). CpemHsist 9acToTa BBISIBICHUSI COCTaBIISICT
224 1iopoka B rofI.

[Tpu nepBoM ckpunuHre 3a repuon 2015—2019 rr. 6110
BhIsIBIICHO 402 (36% ) BpOXXICHHBIC aHOMAJIVH, B OCHOBHOM
TIPEICTaBICHHBIC TTOPOKAMU YETFOCTHO-JIMIIEBOM 00JIACTH,
TPYOBIMU HapYIICHUSIMU Pa3BUTHS IICHTPAIBLHOW HEpB-
HOM CUCTeMBI (aKpaHWsI, aH3HIIeMaTs, CTMTHHOMO3TOBast
TPBIKa), CKEJICTHBIMU IVMCIDIA3MSIMUA U MHOXECTBCHHBIMU
rmopokaMu pa3BuTHsl. [Ipy BTOPOM CKPUHUWHTE IHArHO-
CTUPOBAHO 3HAYUTETHHO 0OJbIIe TTOPpOoKOB — 537 (48%);
OOHAPYXMBATUCh  TMATOJIOTMH  CEPHACIHO-COCYIMCTON
W LIEHTPAJTBHON HEPBHOM CHCTEM, XKEJTYTOYHO-KUIIIEYHOTO
TpaKTa, OMOPHO-IBUTATEILHOTO aIllapaTa, MOYEIIOJIOBOM
W IBIXaTeJIbHOM CUCTEM M HEKOTOpHIe OITyXoid. B Goiee
no3gHue cpoku (30—38 Hem) recraluy BU3YaTU3UPYIOTCS
okono 180 (16%) aHoMamuii, TaKUX KaK BEHTPUKYJIOME-
TS TOJTOBHOTO MO3Ta, THETO3KTA3UsI M TUAPOHEe(hpo3
1 00BbEMHBIC 00pa30BaHMSI OPraHOB OPIOLIHON IOJOCTU
(KUCTBI STMIHUKOB, KWCTHI TMapeHXMMATO3HBIX OPraHOB),
a TaKKe aHOMAJMU, KOTOpBIC OBUIM BBISIBICHBI paHee
1 He CITyaT MOKa3aHUeM K ITPEePhIBAHIIO OEPeMEHHOCTH.

CTpyKTypa BpOXICHHBIX aHOMAJIWI pacIpemein-
JIach CIIeAyIoIIMM o0pa3oM (puc. 2): Ha MEpBOM MecTe

HaXOJSITCS TIATOJIOTHSI MOYEINOJOBOM cucteMbl — 255
(23%) ciygast W YENIOCTHO-JTUIEBOM obmactu — 240
(21%); Ha BTOPOM MecCTe ITaTOJIOTHS IIEHTPaTbHOM HepB-
Hol cucteMbl — 169 (15%), Ha TpeTbeM — TATOJOTHS
KeJTyIOYHO-KUIeqHoro Tpakta — 133 (12%). OtHocu-
TEJIGHO HEOOJIBIIIOE YHCIIO CITYIaeB COCTABIISIOT ITATOJIO-
TUSI CepAEeYHO-COCYIUCTOM cucteMbl — 96 (8,5%), xpo-
MOCOMHBIE 3abojieBaHUs — 67 (6%), MHOXECTBEHHBIE
BpOXIEHHBIE TTOPOKU pa3Buthus — 56 (5%), aHoManmun
pPa3BUTHS OMTOPHO-IBUTATEIBHOTO armapata — 43 (40%),
onyxoi — 36 (3%) v matosorus gerkux 24 (2,5%).

B mopokax pa3BUTHSI MOYETIOJOBOW  CHUCTEMBI
(prc. 3) 3HAYMUTENBHYIO YacTh COCTABJISTIOT ITaTOJIOTHS
YaIIeYHO-JIOXaHOYHON CHCTEMBI B COYCTAHUU C MeTa-
ypetepoMm — 125 (49%), o 20 (8%) cirygaeB TIPUIILIOCH
Ha IWCTONUIO TI0YeK, TMAPOHe(MPO3 U KMCTO3HOE ITopa-
XKEHWE TIOYeK W SIMIHUKOB. MeTalmcTic OT OOIIero
Yycia TIOPOKOB PAa3BUTHS MOYEIIONOBOM  CHCTEMBI
cocraBisieT 15 (6%), runorutasusi/amiasus modexk — 13
(5%), ynoerue mouek — 10 (4%), Hedpomeramuss — 9
(3%), namenenHas opma moyexk — 2 (0,8%) u emuHUY-
HBI ciydait cuHapoma Prune—Belly — 0,4%. Takum
00pa3oM, TATOJOTHMS YalleqHO-TOXaHOYHOM CHCTEMBI
BCTpeYyaeTcsT 3HAYUTEIbHO 4Yalle APYTUX aHOMaui
MouernoJjioBoii cuctemsl (p<0,001).

B anomanmmsIx pa3BUTHS YETIOCTHO-JIUIIEBOM 001acTH
MpeBapyeT TUITOIIa3Kus HOcoBo Kocth — 204 (85%);
oHa BcTpeyvaeTcs: ropasao vaimie (p<0,001), yem paciie-
JIMHa TyOBI M Heba, coctaistomas 36 (15%) ciydaes.
B 2019 . 3apeructpupoBaHa HanboJIblIasl YacToTa Mopo-
KOB YeJIFOCTHO-JIMIIEeBoit oomactu — 70 ciyuaeB (p<0,05),
toraa kak B 2015 1. ux 66110 TOBKO 20.

[Mpy aHOMaNMSAX pa3BUTHS ICHTPAJIBHONW HEPBHOM
cuctembl (puc. 4) B OOJBIIMHCTBE CJIydyaeB IPU YJIbT-
pPa3ByKOBOM HWCCJICIOBAaHUU TUIONA BBISBIISTIOTCST KUCTHI
COCYIMCTBIX cruteTeHnii — 65 (38%; p<0,001) u BeH-
TpuKyIoMeramuss — 44 (26%; p<0,05), TIpu KOTOPHIX,
€CJIM OHU MMEIOT HeOOJIBIITNE pa3Mephbl M HE COYETAIOTCS
C IPYTMMM BPOXIEHHBIMU MOPOKAMU Pa3BUTHUSI U XPO-
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Puc. 1. Ynciio BpoKIEHHDBIX TIOPOKOB IO ToJaM.
Fig. 1. The number of birth defects by year.
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MOCOMHBIMI aHOMAaJIUSIMKM, PEKOMEHIOBAHO POIOpa3-
peuieHue [9]. 3HaUUTETHLHO pPEXE BCTpeyaloTCs aKpa-
Hus — 13 (8%), cunnpom ApHonbna—Kuapu — 8 (4,7%),
amsHNehamss — S5 (3%), rumpouedamus — 5 (3%),
CITMHHOMO3rOBast Tpbrka 5 — (3%), MeHUHTOIETe —
3 (1,8%), arenesumst mozoimmcroro Tema — 3 (1,8%),
KUCTHI 3aaHe# yepermHoi sMku — 3 (1,8%), rumnoriaszust
u arura3ust Mo3xeuka — 3 (1,8%), pacmmpenne 60J1b-
IIOH IUCTEPHBI TOIOBHOTO Mo3ra — 2 (1,2%), cuHapoM
Henmn—Yokepa — 2 (1,2%), kapman bneiika — 2 (1,2%),
nmonmxotnedanms — 2 (1,2%).

[lpym TmaTomorMy  XKEMYZOYHO-KHIIEYHOTO  TpaKTa
(puc. 5) B 54 (41%) citydasix BU3YaIM3UPYeTCsT pacIimpe-

OPUINHAJIbHbBIE CTATbU

Hue nieTesb KuieyHuka (p<0,01), BTopoe MecTo Mo 4acToTe
BBISIBJICHWSI TTpUXOOUTCST Ha oMdarorene — 18 (13,5%),
13 (9%) cocTaBISIIOT KalbLMHATBI U OOBEMHBIE 00pa-
30BaHMS TT€YCHW, KUCTHI OPIONTHON TIOJOCTH W MaKpo-
ractpust — 10 8 (6%), KaubIIMHATHI, KWCTHI CEJIC3¢HKU
" KuleyHble Tpeku — 7 (5%), Mukporactpust u nuadpar-
MaJbHbIe TPk — 110 4 (3%), ractpommmsuc — 3 (2%),
aTpe3us nuieBoga v aciut — 1o 2 (1,5%), KUCThI muiie-
BOMa, ITyITOYHBIC TPHDKW W aTpe3us IBEHAIIIaTUIICPCTHON
xkuiky — 1o 1 (0,7%) ciyyaro.

IMatonornst cepaeyHO-COCYIUCTON CHCTEMBI (puc. 6)
TakkKe pa3HoOOpa3Ha M OoJjice YeM B TIOJIOBHHE CITydacB
onpenessiach TP BTOPOM YITBTPa3BYKOBOM CKPWHWHTE.

CTpyETypa Ep0RIeHHEX MOPOKDE paserTHA & P

TTopors ORI 3 TeMEHOH CHOTEMEL
Omyxoan

IMaTomorsa OTA

MEITP
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IMatomorma CCC
IMaromorsms AHET
IMaroxerma ITHC
IMoporm WO
IMaTomeorms MIIC
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Puc. 2. CTpyKTypa BpoxkIeHHbIX NOpoKoB B Pecny6anke MopaoBum.
OJIA — onopHo-asurarebHblii annapat; MBITP — mHoxkecTBeHHbIe MOPOKH pa3BuTHsi; CCC — cepaeyHo-cocyaucTas CUCTeMa;
KKT — xenynouno-kumeunslii Tpakt; IIHC — nentpaibhas HepeHas cucteMa; YJI0 — yemocTHo-auueBas o6aacts; MIIC —

MOYETNoIoBas CHCTEMA.
Fig. 2. Structure of birth defects in the Republic of Mordovia.
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Puc. 3. CTpyKTypa nopoKoB pa3BuTusi MouenoJioBoii cuctembl (MIIC).

Fig. 3. Structure of malformations of the genitourinary system.
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PeBepcHBIT KpOBOTOK B BEHO3HOM TIPOTOKE COCTaBisteT 21
(21%) ot BCcexX MaTOJIOTHH CePIEIHO-COCYMUCTOM CUCTEMBI.
ITo 8 (8%) ciygaeB MpUIIIOCH Ha JBOHOE OTXOXICHUE
COCYIIOB OT IIPaBOTO/JIEBOTO KEYIOYKOB, THIIOTUIA3UIO
JIEBBIX/TIPABBIX OTHEI0B cepaua 1 Tetpany Pasto. Iimep-
9XOTeHHBIE BKJIIOUEHMsI B ceple (00pa3oBaHUSI, 9XOTCH-
HOCTb KOTOPBIX COIOCTaBUMa WM BBIIIC 3XOTCHHOCTH
KOCTell Tulona) M HapylleHUsI pUTMa OOHapyXeHbl B 12
(13%) cirygaes (110 6,5% cootBerctBeHHO) [10]. [To 5 (5,5%)
CJTyJacB TIPUXOIWTCS Ha KOApKTAIIMIO aopThl W HaJM-
yye TMepCUCTUPYIOIIe BepxHeil ool BeHbl. [ledekT
MEXCKETYTOYKOBOM  TIEPETOPONKH,  TIepUKapIUaTbHBIN
BBITIOT, TPAHCITO3UIINSI MarMCTPATbHBIX COCYIOB, aKapIvsl

(B cityyae MHOTOIUIOAHOM O€peMEHHOCTH), aTPUOBEHTPH-
KYJSIpHasT KOMMYHUKAITMSI M CTEHO3 BBIBOIHBIX OTICIOB
JKETyIOYKOB cocTaBim 110 4 (4%) ciydas. B 3 (3%) ciy-
yasiX BbISIBIIEHA Kapauomeranusi, B 2 (2%) — eIWHCTBEH-
HBII XKenmymouek. PudpossiacTo3 MUOKapaa M aHOMaTbHBIN
JPEeHaX JIETOYHBIX BeH — 110 1 (1%) ciy4ato.

Ilopokr OMOpPHO-IBHUTATEIHPHOTO armapara Haxo-
ISITCST HA BOCBMOM MECTE TI0 PacIpOCTPaHEHHOCTH CPer
BCeX BPOXICHHBIX ITOPOKOB Pa3BUTHsI, C(HOPMUPOBAB-
IIUXCST B aHTeHATATBHBIN Tiepron. Cpear HUX aHOMaTb-
Hasl yCTAaHOBKa CTOIT BCTpevaeTcs 6oiee YeM B TIOJIOBIHE
BBISIBJIEHHBIX aHoManuii — 23 (53,4%; p<0,05). Hanee
IO PacTIPOCTPAaHEHHOCTH CTOMT OCTECOMUCIUTIA3HS (THIIO-
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Puc. 4. CTpyKkTypa mopokoB pa3BuTHs IleHTPaJIbHOI HepBHOI cucTemsl (ITHC)

I'M — rosioBHo#i Mo3r; 3US — 3aaHA YepenHas AMKa.

Fig. 4. Structure of malformations of the Central nervous system.
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Puc. 5. CTpykTypa NOpOKOB pa3BUTHS KeTyT04YHO-Kueynoro Tpakta (2KKT).

Fig. 5. Structure of malformations of the gastrointestinal tract.
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OPUINHAJIbHbBIE CTATbU
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Fig. 6. Structure of malformations of the cardiovascular system.

I1a3usi/amiasusi KocTteil, TaHatoGopMHasi IUCIUIA3MS,
ToTymo3BoHKN) — 15 (35%). Oxono 5% mpuxomutcst
Ha axoHporuiasuio. Kpome Toro, BbIsIBJI€HbI €IUHUYHbIE
cJly4ad aHOMAaJIbHOW YCTAHOBKU KUCTEM, MOJUAAKTUTIMM
" aKTpomakTvianu (2,3%).

W3 maTosoruu IbIXaTeJbHOM CHCTEMbI IPEBAUPYET
KMCTO3HO-aJleHOMAaTo3Hast Majib(opmarust jerkux — 11
(46%) ciydaeB. Pexxe HaOIrOMAIOTCS JIETOYHAST CEKBECTpa-
st — 6 (26%), runporopake — 4 (17%), KMCTBI JIETKOTO —
2 (8%) v runiorutasus jerkoro — 1 (4%). W3 omyxoreii 3Ha-
YUTETBHYIO YacTh COCTaBIsIeT BoAgHKa miona — 20 (55%);
B 4 (17%) ciyvasix BeIsIBIIeHa JTuMdaHToMa, B 5 (14%) —
KpPeCTLIOBO-KOMUMKoBast Tepatoma, y 4 (11 %) mnomoB —
KUCTBI ITyNTOBUHEI 1 1 (3%) citydait TeMaHTOMBI.

006cyxaeHue

Yactota pa3BWTHSI TIOPOKOB pa3BuThsI B Pecry-
omke Mopnosus 3a 2015—2019 rr. cocrasisier 35,5—49
Ha 1000 HOBOpoxknmeHHbIX, Mo gaHHBIM EUROCAT ator
rokaszaTesib He JoKeH ObITh Hipke 20 Ha 1000 [11]. Bosb-
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