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Ilenp HacToOsIEH PadOThI — AHAJM3 IMUIEMUOJIOTMYECKOl KAPTHHBI BPOXKIEHHBIX MOPOKOB PA3BUTHS B PA3HBIX MOMYJIAIUAX
B CPABHEHHH C JIAHHBIMHU PETHOHAILHOTO PErHCTPA BPOKIEHHBIX MOPOKOB pa3BuThs MoCKOBCKOii 001acTu. Jlanbl KpaTKas Xapak-
TEPUCTHKA U PE3YJIbTAThI PA0OTHI MEKIYHAPOIHBIX OPraHU3ALMIl, OCYHIECTBISIOIMX COOP M AHAJIM3 IAHHBIX O YACTOTE U CTPYK-
Type BpoxIeHHbIX nopokoB pa3Butuss — EUROCAT (European network of population-based registries for the epidemiological
surveillance of congenital anomalies) u ICBDSR (The International Clearinghouse for Birth Defects Surveillance and Research).
JIast cTpaH, B KOTOPBIX OTCYTCTBYIOT MOHMTOPMHIOBBIE CHCTEMbI Y4eTa BPOXKIEHHbIX MOPOKOB pa3BuTHs, paspadorana Bce-
MUpHas 0a3a JaHHBIX BPOXKIAeHHbIX 3a00eBanuii Modell (MGDb), koTopas 1aeT BO3MOKHOCTb pacyeTa npeanoJaraeMpix momy-
JISIMOHHBIX YACTOT BPOKIAEHHBIX MOPOKOB PA3BUTHS B 3THX pernoHax. I1o TaHHBIM MeKIyHAPOIAHBIX PETMCTPOB, HANDOJIEE YACTO
BCTPEYAIOTCS BPOXKIEHHbIE MOPOKH PA3BUTHS CEPIEYHO-COCYAUCTOl, MOYENO0JIOBOI, EHTPAIbHOI HEPBHOI CHCTEM U KOHEYHO-
creil. B HacTosmiee BpeMs 3NMHAEMHOIOTHYECKAS KAPTHHA PACIPOCTPAHEHHOCTH M CTPYKTYPbI BPOXKIEHHBIX MOPOKOB Pa3BUTHS
BO BCEM MHpe BBILISIUT CTA0UIBHO.

B crarbe npoaHaJM3MpOBaHbI JAHHbIE NOMYJISAIMOHHOIO PETMCTPA BPOXKIEHHBIX MOPOKOB pa3suTuss MocKoBcKoit obnactu ¢ 2011
no 2019 r., oxsBar Kotoporo cocraBui 83% poxaenuii B peruoHe. OOmAs YaCTOTa BPOXKIAECHHBIX MOPOKOB PA3BUTHS COCTABHJIA
25,42 na 1000 poxnenuii. OnpeneseHo, YTo CTPYKTYpa BPOXKIEHHBIX MOPOKOB pa3BUTUsA B MOCKOBCKO# 00JIACTH CONMOCTABMMA
C TAKOBO¥, IPHBEJIEHHOI B MEKIYHAPOIHBIX MCCJIEI0BAHUAX, OHAKO CJieyeT 00PATUTH BHUMAHKE HA DoJiee HH3KYI0 pacmpocTpa-
HEHHOCTHb OOJILUIMHCTBA TPYIN MOPOKOB PA3BHTHS, YTO, CKOPEE BCEro, CBSA3aHO C HEJOCTATOYHO NMOJIHOI perucTpanueii NopoKoB.
Peructp MoCKOBCKOIi 00JIACTH NPEACTABIISIET AKTYAIbHbIE H KAYECTBEHHbIE JAHHBIE N0 YACTOTE U CTPYKTYPE BPOK/IEHHbBIX IOPOKOB
Pa3BUTHS B PETHOHE, YTO MO3BOJISIET B CJIy4ae HEOOXOAUMOCTH IKCTPATIOIUPOBATH MOTyYeHHbIE ONEHKH U HA Apyrue cyobekTol Poc-
cuiickoii ®enepanumn.

Karouesvie caosa: demu, BPOJICOBHHble NOPOKU pazeumus, NONYAAUUOHHAA Yacmoma, pecucmp.
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The aim of this work is to analyze the epidemiology of congenital malformations in different populations in comparison with the data
of the regional register of congenital malformations of the Moscow Region. The article provides a brief description and results
of the work of international organizations that collect and analyze data on the prevalence and structure of congenital anoma-
lies — EUROCAT (European network of population-based registries for the epidemiological surveillance of congenital anomalies)
and ICBDSR (The International Clearinghouse for Birth Defects Surveillance and Research). For countries where there are no
monitoring systems for congenital malformations recording, the Modell World Database of Congenital Diseases (M GDb) has been
developed, which makes it possible to calculate the estimated population prevalence of congenital malformations in these regions.
According to international registers, the most common groups of congenital malformations are malformations of the cardiovascular,
genitourinary, central nervous systems and malformations of the extremities. To date, the epidemiological picture of the prevalence
and structure of congenital malformations around the world looks stable.

The article analyzes data from the population-based register of congenital malformations in the Moscow Region from 2011 to
2019, with a coverage of 83% of births in the region. The overall prevalence of congenital malformations was 25.42 per 1000 births.
It is determined that the structure of congenital malformations in the Moscow Region is comparable to the data of international
studies, but one should pay attention to the lower frequency of most groups of malformations, which is most likely due to insuffi-
cient registration of malformations. The Moscow Region register of congenital malformations provides relevant and qualitative data
on the frequency and structure of the congenital malformations in the region, which allows, if necessary, to extrapolate obtained
prevalence rates to other constituent entities of the Russian Federation as well.
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POXIEHHbIE TTOPOKU Pa3BUTUsI MIPEICTABIISIIOT COO0I

IIUPOKUI CIIEKTP aHOMaMii CTPOGHUSI U Hapy-
eHusT PYHKIIMU OTHEIbHBIX OPraHOB U CUCTEM Opra-
HU3Ma, KOTOPbIE UMEIOTCS MPU POXKIECHUN U BO3HUKAIOT
B pe3yJbrare MaToJornuyeckux MpoLecCcoB B MpeHaTallb-
HOM Tiepuojie. AKTyaJIbHOCTb MCCJIEAOBAaHUI SMUICMU-
OJIOTUM BPOXKIEHHBIX TTOPOKOB Pa3BUTUSI OTIPEAEsIeTCs
BBICOKMMHU JETCKOW M MJIaIeHYeCKOl CMEpTHOCTHIO,
JIETCKOI 3a00JIeBa€MOCTbI0 M MHBAJIUIHOCTHIO, COIMPO-
BOXIAIOIIMMUA TOPOKM pa3BuTusi. CorjacHO JaHHBIM
Poccrata ot 2017 . BpoXIeHHBIE TOPOKU DPa3BUTHUS
B CTPYKTYpe MJaieHYeCKoil cMepTHOCTU B Poccuu 3aHu-
MatoT 2-e¢ mecto [1]. B cpeqHem ux pacrpocTpaHeHHOCTh
cpeii HOBOPOXKIEHHBIX cocTaBiseT 2—4%.

CremyeT OTMETUTb, YTO BPOXACHHbBIC MOPOKU pa3-
BUTHUSI HE TOJBKO MPEICTaBJISUIM WHTEpPEC s MeIu-
LIMHCKOTO COOOIIecCTBa, HO M MpPUBJEKaId BHUMaHHE
rocymapcTBeHHBIX Aesateneit. B 1938 . amepukaHcKmit
npe3uneHT ®OpaHkiauH Py3Benbr ocHOBal HEKOMMep-
yeckywo opranHuszauuto March of Dimes (Mapm necsi-
TULIEHTOBUKOB) ISl 00pbObI ¢ nojaunomuenutom. [locie
YCHEIIHOTO BHEAPEHMSI BaKUMHALIMMA MPOTUB TOJIMOMMU-
eJMTa JaHHas opraHu3alusl paciimpuia 00JacTb CBOMX
WHTEpPECOB, 0OpaTUB BHUMaHWE Ha TOPOKU pPa3BUTHS,
KOTOpPBIE CIY>KWIM YaCTOU MPUYMHOW paHHEW NEeTCKOU
CMEPTHOCTH, a TakXKe Ha ux npoduiaktuky. B 2006 r.
¢oun March of Dimes BbIIYCTHI OTYET O BPOXKIEHHBIX
MOpOKax pa3BUTHS, B KOTOPOM OTpa)K€HbI BOMPOCHI
WX OSTUOJIOTUU, ISIMUIEMUOJOTUM U TPODUIAKTUKU.
JanHble 11 oTyeTa ObLIM B3SITHI M3 CYIIECTBYIOLIMX
B TO BpeMsi 0a3 JaHHBIX BPOXIECHHBIX MOPOKOB pa3BU-
tusi (EBpona, Amepuka, Adpurka u T.J1.). ABTOPbl OTMe-
YaloT, YTO C MOMOIIbI0 Mep MPO(GUIAKTUKM BO3MOXHO
n36exath out 70% BPOXIAEHHBIX TTOPOKOB Pa3BUTHS,
a ajeKBaTHOE JIEYEHUE JeTel CYIIEeCTBEHHO YJIyUYIIUT
KauyecTBO UX XKMU3HU [2].

[lepBble 3MKMIAEMUONIOTHYECKHUE PETUCTPhI IO Hall-
30py 3a paclpOCTPAaHEHHOCTbIO BPOXIEHHBIX MOPOKOB
pa3BUTHUSI CpeAu HOBOPOXICHHBIX CTaJlM BO3HUKATh
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OPUINHAJIbBHbBIE CTATbU

B KoHIIe 60-X romoB XX Beka. OMHUM U3 Hanboee CUTb-
HBIX CTUMYJIOB JUISI CO3JaHUS TaKUX PETUCTPOB CTaja
TanuaoMuaHas karactpoda. MMeHHo Torma 3apoauniach
Haest O CO3MaHUM MOHUTOPUHTOBBIX CUCTEM JIJISI pAHHETO
BBISIBJICHUSI HOBBIX TepaTOreHHBIX (akTopoB. K Hauary
1990-x romoB ObUIM copMyIMpoBaHbl 0Aa30BbIE TPUH-
LUl OpraHu3alu U (QYHKIIMOHUPOBAHUS STUX PEru-
ctpoB [3].

Llens HacTosiieid pabOThl — aHAJMU3 SMUIEMUOJIO-
TMYECKOM KapTUHBI BPOXICHHBIX ITOPOKOB pa3BUTHS
B pa3HbIX MOMYJISIIMSIX B CPAaBHEHUU C JAHHBIMMU PEru-
OHAJILHOTO PETUCTPa BPOXKIECHHBIX ITOPOKOB Pa3BUTHS
MockoBckoit oonactu (MO).

MexKayHapoaHbie CMCTEMbI MOHHTOPHHTA BPOXKIEHHBIX
NopoKkoB pa3ButusA. OmpenesieHrue 4acTOThl M CIIEKTpa
BPOXIEHHBIX MTOPOKOB Pa3BUTHUS CTAJIO BO3MOXKHO OJia-
rogapst PYHKIMOHUPOBAHWIO MOHUTOPUHTOBBIX CUCTEM.
Peructpbl ocyliecTBAsAOT cO0Op, aHATU3 U MHTEepIIpeTa-
LIVIO TAHHBIX O BBISIBJISIEMBIX B IMOIYJISIIIUNA BPOXKIEHHBIX
IMOPOKOB Pa3BUTHS. BBIIEISIOT ClieAylolIne OCHOBHBIC
3a1a91 MOHUTOPUHTOBBIX CUCTEM:

* cHCTeMaTMUYeCKuii cOOp M aHaJIu3 JAHHBIX O CIIy-
Yasx BPOXKICHHBIX TTOPOKOB Pa3BUTHS,

* BBISIBJICHUE OTKJIIOHEHUH OT 0a30BbIX YacTOT
BPOXIEHHBIX TTOPOKOB Pa3BUTHSI;

* JICHCTBUS B OTBET Ha BBISIBICHHbIE OTKJIOHEHUSI.

Bnaromapsi BBIMOJHEHUWIO 3THX 3aga4 MOHUTOPWHT
BPOXIEHHBIX ITOPOKOB Pa3BUTHSI MO3BOJISIET U3y9aTh UX
SIUAEMUOJIOTHIO Y 3TUOJIOTHIO U C YUYETOM OTHUX JaH-
HBIX pa3pabaThiBaTh Mepbl MPOGUIAKTUKK. B HacTos-
1ee BpeMsT CYLIECTBYIOT JIBe KPYITHbIE MEXIyHapOIHbIC
OpraHu3allu, OCYILECTBISIOINE COOp, aHATU3 U UHTEP-
MpeTalyio JaHHBIX O YacTOTe M CTPYKTYype BPOXKICH-
HBIX TTOPOKOB Pa3BUTHS B OOJBIIMHCTBE CTpaH MUpa —
EUROCAT (European network of population-based
registries for the epidemiological surveillance of congen-
ital anomalies) u ICBDSR (The International Clear-
inghouse for Birth Defects Surveillance and Research).
3a BpeMs CYILIECTBOBAHMS THX OpraHM3alldii HAKOTIICH
GOJIBILION MAcCUB JaHHBIX, KOTOPBIM MO3BOJIMII OIpee-
JINTh YaCTOTY BPOXIEHHBIX MTOPOKOB Pa3BUTHS B IOITY-
JISIUUSIX, STUOJIOTUIO M 3MUIEMUOJIOTMYECKHUE XapaKTe-
PUCTUKHU TTOPOKOB Pa3BUTHS.

EUROCAT — 310 O0O0bEnMHEHWE TOMyIsILIMOH-
HBIX PETUCTPOB, KOTOPOE TMPEIOCTaBIsEeT aKTyaJIbHYIO
WHOOPMALIMIO TI0 BMUIAEMHOJOTUM BPOXIECHHBIX aHO-
Manuit B EBpore, comeiicTByeT paHHEMY BBISIBJICHUIO
HOBBIX TEpPaTOTeHHBIX (PAKTOPOB, a TaKXKe OICHMBACT
93¢ GEeKTUBHOCTh MEP TIEPBUYHON NMPOGUIAKTUKYI U TIpe-
HaTasibHOW nuarHocTuku [4]. Tlo mociegHUM JaHHBIM
EUROCAT (otuet 2020 1), u3 5,1 MJIH poJIOB €XETOJHO
B EBpomeiickom coro3e mpumepHo y 127 Ttoic. (2,5%)
eTeil IMarHOCTUPYIOT BPOXIEHHbIE aHomaiuu |[S5].
B cocraB nmaHHOi1 opraHu3alnuu BXOoauT 39 permoHalib-
HBIX perucTtpoB u3 23 cTpaH EBporbl. DT peructpsl
oxBaThIBalOT TpuMepHo 1/3 Bcex poxaeHuit B EBpore.
COoOp HaHHBIX O BBISIBJICHHBIX BPOXICHHBIX ITOPOKAX
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3asesa E.E. u coaem. DriuneMuonornieckast XapaKTEpUCTHUKA BPOKICHHBIX ITIOPOKOB PAa3BUTHUA. JAHHBIC PETUCTPA MockoBckoii obnacti

pa3BuTusi B EBporie OCyIIecTBIsIETCSI PerMOHaIbHBIMU
perucTpaMy TIO0 €IMHON perucTpalMoHHON (opMe,
3aTeM OHM mepenarTcs B LieHTpaiabHbli peructp EURO-
CAT. YuuTbiBaloTcsl IOPOKMU Y XKUBOPOXKIEHHBIX, MEPT-
BOPOXAEHHbIX, UHAYLUMPOBAHHbIE aOOPTbI C BPOXIECH-
HBIMM TIOpOKaMU pa3BuTusA. KOHTpOIb TMOJydaeMbIX
JIAHHBIX OCYIIECTBJISIETCS TEeHETUKAMM, OGaromapsi yemy
rmojydyaeMass MHOOpMALMS SBISETCS YHU(PUIIMPOBAaH-
HOIl M BBICOKOKavyecTBeHHOMU. MHMopmalusa o gacroTe
BPOXICHHBIX TTOPOKOB Pa3BUTHS, TOSIBIEHMU HOBBIX
KJIacTepoB, a TakKKe O BIUSHUM Mep MNpOUIaKTUKU
Ha 9acTOTy BPOXKIEHHBIX ITOPOKOB pa3BuThsi B EBporre
exxerogHo myonmkyetcs Ha caiite EUROCAT B Buze cBo-
JIHBIX TaOJIMII 1 OTYETOB [6].

C 2015. EUROCAT mpencraBiasser co0OoOil 4acThb
EBporneiickoii muatdopMbl perucTpaluuu peakux 3adbo-
nesanuii (EU RD Platform) [7]. [maBHas uens EU RD
Platform coctour B cbope mMHpOpMaUMU O ITallMEH-
Tax C peAKUMU 3a00JIeBAaHUSIMU M3 PErucTpoB EBporibi
B OJHOM MecCTe I OIEPaTUBHOIO B3aMMOICHCTBUS
U aHaJM3a TIOJYYEHHBIX JaHHBIX. Takasi 6a3a TO3BO-
JIIET TIPOBOJUTDL SMUAEMUOJOTHUECKUE, KIMHUYECKHE,
TPaHCSILIMOHHBIE ¥ (hapMaKOJOTUIECKIE UCCIICIOBaHMUS
HajJIexallero Kayecrna, yay4iinass HEOOXOIUMYIO MeIu-
LIMHCKYIO TIOMOIIb JIIOISAM C PeAKMMU 3a00JIeBaHUSIMM.
Kpome mpenmyIiecTB B OTHOLIEHUU MPOBEICHUST Hayd-
HBIX WCCJIEIOBAHUI, TEPEHOC IEHTPAJbHOIO PETrucTpa
EUROCAT B EU RD Platform mo3Boan ycuianutb 6€30-
IMaCHOCTb XPAHSIIIUXCS TAaHHBIX.

Kak ynomuHanmoch paHee, CylIeCTBYeT W Jpyras
MeKIyHapoaHass MOHUTOPMHIOBasl cucteMa — Interna-
tional Clearinghouse for Birth Defects Surveillance and
Research (ICBDSR wim Clearinghouse). ICBDSR —
HeKOMMepuecKass — opraHmsauus, adduinpoBaHHas
BcemupHoii opraHuzanueii 3apaBooxpaHeHus. JlaHHast
opraHmuzanus cymecTByeT ¢ 1974 1. Ee rmaBHBIe 3amaum —
pa3paboTka M Kypauusl MCCIIeI0BaTEIbCKUX MPOrpamMMm
M0 TIPEAYNPEXKICHUIO BO3HUKHOBEHUSI BPOXKIECHHBIX
IMOPOKOB PAa3BUTUSI M CHWXKEHWIO BIMUSHMS TTOCIEI-
CTBUI1 TTOPOKOB Ha KAa4eCTBO XM3HM Jtofeil. B HacTos-
Iee BpeMs B COCTaB OpraHM3alliK BXoaaT 36 cTpaH (Bce
KOHTUHEHTBI, KpoMe AQPUKH, OMHAKO HEKOTOPBIE peru-
CTpPBI C 9TOTO KOHTMHEHTA Ceiiuac TakxKe IMPUCOSTUHSTCS
k ICBDSR), B koTOpbIX nMeeTcs 42 MOHUTOPUHTOBBIX
perucTpa, OXBaTBIBAIOIIUX OKOJO 4 MJIH HOBOPOXICH-
HBIX B TOJI IO BceMy MUY [8].

B cocraB ICBDSR BxoasT peructpbl, GyHKIMOHU-
pylolre KaK Ha MOIyJISSIIMOHHOM, TaK M Ha OOJTbHUYHOM
OCHOBaX, YHU(DULIMPOBAHHOI (hOpMBbI Nepenayn nHGop-
Malli¥ O BBISIBJIGHHOM CJIy4ae BPOXIEHHOTO ITOpOKa pas-
BuTHsl HeT. COIIaCHO YCJIOBUSIM JAHHOW OpraHu3aiuu
JIOJDKHBI  (PUKCUPOBAThCSl BCe Cydan OOHApYyKeHHBIX
BPOXIEHHBIX TTOPOKOB DPa3BUTHUSl Y KUBOPOXKICHHBIX,
MEPTBOPOXKIECHHBIX M Clydau TpepbiBaHUIl GepeMeHHO-
CTell C BBISIBJICHHBIM BPOXXIEHHBIM TTOPOKOM Pa3BUTHSI
wioga. TeM He MeHee CyIIeCTBYeT IepedeHb 13 39 mopo-
KOB, 00513aTeJIBHBIX JIJISI PETUCTPAIIUH.

B 2014r. mpu nommepxkke BcemupHoit opraHu3za-
uuu 3apaBooxpaHeHuss 1 CDC (Centers for Disease
Control and Prevention) co3gaH 30UAEMUOJOTHYEC-
CKUIi OHJIAWH-PETUCTP BPOKIECHHBIX TTOPOKOB Pa3BUTHS
st ctpaH Asun — South-East Asia Region’s Newborn
and Birth Defects Database (SEAR-NBBD). Panee
B YKa3aHHOM pErMOHe He TPOBOIWIMCH SMUIEMHUOJIO-
TMYeCKHe MCCIeIOBAaHUS BPOXKIECHHBIX TTOPOKOB pa3BU-
THst. Pernctp BKIIIoYaeT MHGOPMALIUIO 10 BPOXKICHHBIM
aHoMmanusM u3 Oosiee yeM 150 OonbHULL (OOIBHUY-
Has OCHOBA PETHCTpa) W TO3BOJISIET COOMpaTh NAaHHBIE
u3 7 asuarckux crpadH (Mumus, banrnanem, TaunaHm,
Henan, Mbsiuma, Manbaussl, byran). /laHHbIe 13 3TOTO
peructpa He noctynatotr B EUROCAT u ICBDSR [9].

DNUAEMHOJOTHIECKAS XAPAKTEPUCTHKA BPOXKIEH-
HBIX TMOPOKOB PA3BUTHS HA OCHOBAHMM MHMPOBBIX JaH-
HbIX. OO0IIas 4acToTa BPOKACHHBIX TTOPOKOB Pa3BUTHS
B Mupe npenctasisercs ctabunbHoi [10]. K Hanbosee
pacrpoCcTpaHeHHBIM TpYIIIaM BPOXICHHBIX aHOMa-
JINI BO BCEX MOMYJISIUSIX OTHOCSTCS TOPOKU Cepied-
HO-COCYIMCTOM, MOYENOJIOBOI, LIECHTPaJIbHOI HEPBHOM
CHCTEM U TIOPOKU pPa3BUTUS KOHEYHOCTEeH. B pasHbIX
peTMOHaX OMPENeIAIOTCS T€ WM WHBIE TPEHIBI B pac-
MPOCTPAHEHHOCTH OTAEJIBHBIX TPYMIT MOPOKOB, KOTO-
pbIe MOTYT OBITh CBSI3aHBI C TEPPUTOPUATBHBIMU, STHU-
YEeCKMMU OCOOEHHOCTSIMU JIMOO ¢ TOSIBJIEHUEM HOBBIX
TepatoreHoB. OOHapyKeHMe TaKUX TPEHIOB BCETIa Tpe-
OyeT yriIy0JIeHHOTO UCCIeIOBAHUS C 1IEJIbIO BBISIBICHUS
X BO3MOKHBIX IPUUMH.

B o030pHOiT cratbe 1o gmaHHEIM  EUROCAT
3a nepuon ¢ 2003 mo 2007 . obmras yacTora BpOXKIEH-
HBIX ITOPOKOB pa3BuTusi coctaBuia 23,9 Ha 1000 poxme-
Huii. Y3 Bcex geTeli ¢ BpOXKICHHBIMU ITOPOKAMM pa3BU-
st 0KoJ10 80% OBLIM XUBOPOXKIEHHBIE, 2,5% W3 HUX
yMepJU B TIEPBYIO HENETI0 XU3HU. MepTBOPOXICHUS
u 3amepiuue ¢ 20-ii Hemeln OEpEMEHHOCTM COCTaBUJIU
2%, a ciaydaud MpepbIBaHU OepeMeHHOCTEl Tocie Tpe-
HaTaJIbHOTO BBISIBICHUST BPOXIECHHOTO ITOPOKA Pa3BUTHS
y mogma — 17,6% [11]. Haubosee pacripocTpaHeHHOI
IPYNIOil HEXPOMOCOMHBIX BPOXICHHBIX IMOPOKOB pa3-
BUTHSI CTAJIM BPOXICHHBIC MOPOKU CEpJlia ¢ YaCTOTOM
6,5 Ha 1000 poxxmeHuii, 3aTeM MTOPOKM Pa3BUTUSI KOHEU-
Hocteit (3,8 Ha 1000), MOPOKM MOYETIOJIOBON CHUCTEMbI
(3,1 nHa 1000) M ueHTpaJibHOW HEPBHON CHUCTEMBbI
(2,3 Ha 1000). YactoTa XpOMOCOMHBIX aHOMAJIMKI CcOCTa-
Buia 3,6 Ha 1000 poxkaeHUIA.

B nmociaeguem otyete EUROCAT ot 2020 1. cobpaHa
nHOOPMAILINS IO STTUAEMUOJIOTHHI BPOXKICHHBIX TOPOKOB
pazButus 3a 10-netHuit nepuon, ¢ 2008 mo 2017 . [5].
AHanuzy ObUTM TIOABEpPrHYThl 81 rpyrmia BpOXICHHBIX
ITOPOKOB Pa3BUTHS, 3 TPYIIIBI TPUCOMUIA, a TAKXKE TIPeI-
CcTaBJICHbI JaHHBIE O TpEeHIAX M KjacTepax, OOHapyxKu-
Baembix B EBpornie. K mopokam ¢ HapacTalonMu TpeH-
JaMU OTHECEHBI TaKue MOPOKH, KaK KOAPKTAIUS aOpThI,
TUTIOIIa3MsI TIPaBBIX OTHCJIOB CepAlia, situs inversus,
MYJBTUKUCTO3HAS ~JHCIUIa3UsI TI0YeK, BPOXKICHHBIM
rUaApoHedpPO3 M KOCOManocTh. TpeHIbl K CHUXXEHUIO
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YaCTOT OTMEYEHBI JIJISI OTKPBITOTO apTepUaJbHOTO MpO-
TOKa, CTEHO3a KJIallaHa JIeTOYHOM apTepuu, TUapoleda-
JINM, 3KCTPOo(UM MOYEBOTrO My3bIpsa U ap. Kpome Toro,
MpeACTaBIeHbI JaHHbIE aHaM3a KJIacTepoB (JIOKAJIBHBIX
M3MEHEHUII YacTOT OTHEIBbHBIX ITOPOKOB pa3BUTHS).
IMprurHa BBISIBICHHBIX M3MEHEHUI Obla ycTaHOBJICHA
TOJIBKO JIJIST TsKeJIoil Mukpotedanuu Bo OpaHIiry3cKoit
BecT-MHonm, KkoTopast BO3HMKAET B pe3yibraTe 3apake-
Hus BUpycoM 3uKa. [lpyrue KiaacTepsl yaiile BCero ObLIu
CBSI3aHBI ¢ M3MEHEHWEM METOIOJIOTMU BeJICHUS MOHU-
TOPUHTA WX C MPobJeMaMU ¢ Ka4eCTBOM BBOJA M KOIM -
POBKU JaHHBIX.

3HauMTeIbHOE BHMMaHHWE OTBOAMTCS WCCIIEI0BA-
HUSIM, OXBATBIBAIOIIMM OOJbIINE BBIOOPKKM JAaHHBIX
10 KOHKPETHBIM THUIIaM TOpOKOB. [lpuMepaMm Takux
HCCIeIOBaHUI 3a MOCJeIHee AeCITUIeTHE CIyXKaT OMu-
CaHUWST SBMUACMUOJIOTMHU I  CJICAYIOUIUX TTOPOKOB:
BPOXKJIEHHbIE MOPOKU rojioBHOro mosra (Q04), paciie-
JIMHa TyObl U/uau Heba, oMdasouese, auadgparmMaibHast
IpbIXKa, aTpe3usl THUILNEBOAA, aTpe3uy TOHKOW KHWIIKU,
TUIIOCTIAINSI, MHOXECTBEHHBIE BPOXICHHBIE ITOPOKHU
pa3BUTHSI, a TAKXKE TaAKUX 3a00J1€BaHUM, KaK CUHIPOMBI
baxsuta—Bunemana, Xonr—Opama, Mekkensa—Ipyoepa
[12—22]. Tonbko Ojaromapsi perucrpaMm BpOXKIEHHBIX
IMOPOKOB Pa3BUTHSI TOSBUIACH BO3MOXKHOCTb U3yye-
HUST STUAEMUOJOTMUECKUX XapaKTepUCTUK OYEeHb pell-
KHUX MMOPOKOB, TAKUX KaK LIMKJIOMUSI, aMeJIs, aKapaus,
BKCTPO(US MOUEBOTO ITy3bIpsi, (POKOMEIUS U CHUPEHO-
menust [23]. Takue roOaibHbIE MCCIIEIOBaHUS TIPEao-
CTaBJISIIOT JaHHBIE BBICOKOTO KayecTBa M 3HAYUTEBHO
MOBBIIIAIOT Hallle TTOHMMaHue B 00JaCTH 3TUOJIOTUU
STHX TTOPOKOB.

Ha ocHoBaHMM JOaHHBIX, TIPEIOCTABISIEMbBIX DPErH-
crpamu EUROCAT u ICBDSR, a Takke ¢ ydeTom
OTHEIBHBIX MCTOUHMKOB JIUTEpaTypbl ObLla pa3pado-
TaHa BceMupHasi 6aza JaHHBIX BPOXIEHHBIX 3a0oJieBa-
nuit Modell (The Modell Global Database of Congenital
Disorders, MGDb) [24]. ABropst MGDb mnpennarator
MTOAXOM, JUISI MCITOIb30BaHMS JaHHBIX ITUTENILHO pabo-
TaIOIINUX PETUCTPOB B KayecTBe pepepeHCHBIX 3HAYCHUI
B CTpaHaX, B KOTOPBIX HET COOCTBEHHBIX HaOJIOICHUIA
10 BPOXIEHHBIM TOpoKaMm pa3BuTHs. Lleblo co3maHust
TaKoil 6a3bl TaHHBIX MOCTYXWIa HEOOXOIUMOCTh B 3Ha-
HUU SMUASMUOJIOTMYECKUX XapaKTePUCTUK B KaxKIOu
CTpaHe Mmupa Ui OLEHKM OOIlero rpy3a O0oje3Heid,
onpelieieHNs BIUSIHUS TPOMUIAKTUUECKUX MEpOIpH-
STUA W OpraHM3alUu MEIUIIMHCKON TTOMOIIU JIETSIM
C BPOXIEHHBIMU MOpOKaMu pa3BuTus. CpaBHUTEIbHAS
XapaKTepUCTUKa dMUAEMUOJIOrMYecKux naHHbix MGDb
U perucTpa BPOXICHHBIX MOPOKOB Pa3BUTHS MOCKOB-
CKOI1 00J1acTy TIpecTaBIeHa HUXKe (CM. TaOJIuILy).

DNUAEMHOIOTHYECKASA XAPAKTEPHCTHKA BPOKIEHHBIX
NMOPOKOB pa3BuTHsA B MOCKOBCKOii 00aacTH. MOCKOB-
ckas obnactb (MO) — oMH M3 KPYMHEHUIIIMX PErMOHOB
Poccuiickoit @epepalinv, 4TO TIO3BOJISIET TPOBOIUTH
yIIyGIeHHBIE UCCIeIOBAaHKS B OTHOIIIEHUH pacipocTpa-
HEHHOCTU BPOXICHHBIX IMOPOKOB Pa3BUTHUS B POCCHIA-

OPUINHAJIbBHbBIE CTATbU

CKOI MOIyNsaiuu. PerylsspHbIii MOHUTOPUHT BPOXKIECH-
HBIX TTOPOKOB pa3BUTUSI B permoHe npoBoauTtcs ¢ 2000 .
Peructp BpoXIEHHBIX TTOPOKOB pa3BUTUST MOCKOBCKOI
oonactu ¢ 2001 mo 2010 . — eAMHCTBEHHBII TIpeAcTa-
Butenb Poccuiickoit Menepanuu B cucreme ICBDSR,
cobmofatonii Bce TpeOboBaHMSI JaHHOW OpraHu3aluu
M0 perucTpalyy, KOAWPOBAHUIO W Tepemade IoJTyda-
embix gaHHbIX. C 2011 B 0a3e ctanmm (pUKCUPOBATHCS
clydan TIpepbiBaHUS OEpeMEHHOCTH ITOC/Ie YCTaHOB-
JICHHOTO JMarHO3a BPOXKIECHHOTO TIOpOKAa Pa3BUTHS
y TUTOMIa, YTO 3HAYUTEJIBHO MOBBICUJIO TOYHOCTH BITHUJIE-
MMOJIOTUYECKOTO aHan3a B permoHe. Peructp opranu-
30BaH Ha MONMYJISLIMOHHON OCHOBE, UTO TOApa3yMeBacT
MoJIydeHre Hanbosiee MOJTHBIX JaHHBIX 10 BCEM HOBBIM
cIydasiM BPOXICHHBIX IOPOKOB pa3BUTUS B 00JACTH.
CBeneHMsI O KaXJOM ciiydyae BPOXIECHHON aHOMaJMU
rnepefalTcss B BUAE YHU(MUIIMPOBAHHBIX W3BEIICHUIA
U3 BCEX MEIUIIMHCKUX YUpexxneHuin MocKOBCKoil oba-
CTU B MeIMKo-TeHeThuyeckoe otaeseHue ['bBY3 MO
MoOCKOBCKOTO 001aCTHOIO HayYHO-HCCJIE0BATEILCKOTO
WHCTUTYTa aKyllepcTBa M TMHeKoJoruu. OKOHYaTeb-
HBII JMArHO3 YCTaHABJIMBAETCS BpauyOM-T€HETMKOM, BCe
MOPOKHU KOAMPYIOTCS ¢ ncnosib3oBaHrnem MKB-10.

B Poccuiickoit ®Denepanimy CyliecTBYeT IepedyeHb
u3 21 TpyNIbl BPOXAEHHBIX TTOPOKOB Pa3BUTHSI, 00sI3a-
TeJbHBIX JUISI PETUCTPALIMU, B TO BpeMsl Kak B MOCKOB-
cKoil obylactTu B 0ase perucrpa (DUKCUPYETCS KaxKIbIi
CJIyJail BBISIBJIEHHOTO BPOXKIEHHOTO TMOpOKa Pa3BUTHS
cBepx JaHHoro repevyHs [25]. Takas cTparerusi mo3BO-
JISET paccyMTaTh 0a30Bble YaCTOTHI JJISI BCEX TPYIMIT
IMOPOKOB Pa3BUTHS KaK IO OTIACIBHOCTH, TaK U B 1IEJIOM,
a TakXKe IIJJAHUPOBATh OOBEM HEOOXOIOMMON MeIu-
IIMHCKOM ¥ COUMAJIbHOW TIOMOIIM HEIOCPEICTBEHHO
JIJIST JAHHOTO peTMoHa.

B cratbe mpeacTaBlieH aHaIW3 JaHHBIX SIUAEMU-
oJlormyeckoro peructpa MockoBckoit obmactu ¢ 2011
no 2019 r. 3a a”HaIM3MpPYeMBIl Mepuoa B 0a3e MOHUTO-
pUHTa BPOXIECHHBIX MOPOKOB Pa3BUTHSI 3apervuCTPUPO-
BaHO 612 336 poxaeHuii, yTo coctaBuiio 83% oT 0b11Iero
yucia poxaeHuit B odsactu. Yucio ciyyaeB ¢ BpOXKIeH-
HBIMM TTOPOKAMM Pa3BUTHUSI COCTABWIIO 15 564, BKITtovast
SKUBOPOXICHHBIX, MEPTBOPOXKIACHHBIX W CIyJ4au MPephl-
BaHUs OEpeMEHHOCTHM TIOC/Ie OOHApYyKeHUsI BPOXICH-
HOTO TTIOpoKa pa3BUTHs y Tuioja. Takum oOpa3om, o01ast
4acToTa BPOXKIECHHBIX ITOPOKOB pPa3BUTHSI B 00JaCTH
coctaBwia 25,42 na 1000 poxnmenwuii. B mpencrasieH-
HOIi KOTOPTE MpeBaTUPYeT KOJTUIECTBO KUBOPOKIECHHBIX
C BPOXIEHHBIMU TTOPOKAMM Pa3BUTHSI, WX JTOJIS COCTaB-
nset 72,1%, B TO BpeMsl KaK JOJIM SJIMMHHUPOBAHHBIX
IJIOIOB M MEPTBOPOXKIEHHBIX cocTaBisioT 26,8 u 1,1%
COOTBETCTBEHHO.

B cTpykType TIOpOKOB HaumboJjiee pacrpocTpa-
HEHBbI TPYIIBI HEXPOMOCOMHBIX ITOPOKOB  pa3BU-
™S B MOCKOBCKOI 007acTH: BpPOXKIECHHBIE TTOPOKH
cepaua (5,9 Ha 1000), MTOPOKM MOUYETIOJIOBOI CUCTEMBbI
(3,7 na 1000), BepXHMX UM HWXHUX KOHEYHOCTEM
(3,2 na 1000) u ueHTpaJibHOW HEPBHON CHUCTEMBbI
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(2,03 Ha 1000; puc. 1). Kpome Toro, cymiectByeT 060Jib-
masi TeTeporeHHas TPyIa MHOXECTBEHHBIX BPOXICH-
HbIX TopokoB paszButusi (1,84 na 1000). B mocnenHei
IPYIITE CYIIECTBYET BEPOSTHOCTh HAJTUYMST XPOMOCOM-
HOTO JIMOO TEHHOTO 3a00JIeBaHMS Y OOIBHOTO, KOTOPOE
He OBIJIO YCTAHOBJICHO C TTIOMOIIBIO CIIEIMAIIBHOTO TeHe-
TUYECKOTO oOcienoBaHus. B CBI3M ¢ 3TUM BO3MOXHA
HEKOPpPEKTHast KOAUPOBKA TAKUX CJy4aeB B PeTHUCTpE.

Ha BTOpoM MecTe 110 4acToTe Cpeau BceX BPOXKICHHBIX
IMTOPOKOB Pa3BUTHST PACIIONIATaeTCsl TPYIa XPOMOCOMHBIX
a HoManuii (4,37 na 1000), B KOTOpOI#i 3aperucTpupo-
BaHbI CJlydyau TPUCOMMUM XPOMOCOMBI 21, a TakKe BCe JIpy-
TMe YacThle U pelKhe XPOMOCOMHbIE aHOMaIuu (puc. 2).
Bonee monpo6Hast nHGoOpMalsl 0 4acTOTe M CTPYKType
PEIKMX XPOMOCOMHBIX aHOMaJIi B MOCKOBCKOI 001acTH
MpeacTaBlieHa B OTAEJbHOM cTaThe [26].

Tab6auya. TlonmyasimuoHHbIE YACTOTHI BPOXKIEHHBIX IOPOKOB Pa3BUTHS 1O rpynnaM B M OCKOBCKOI o0siacTy v o nanusiv Modell

Global Database of Congenital Disorders (MGDb)

Table. Population prevalence rates of congenital malformations by group in the Moscow region and according to the Modell Global

Database of Congenital Disorders (MGDb)

OO0wmas nony/IANMOHHAS YACTOTa (ZKMBOPOXK/IEHHbIE, MEPTBOPOKIEHHBIE U TPEPbIBAHMS

Ipynnsr BITP

oepemennoctu ¢ BITP mona; va 1000 poxknenuii; 95% JIN)
Mockosckas ooaacts (2011-2019)

MGDb [11]

Hedextbl HepBHOM Tpyoku (JIHT)
BITP IIHC (3a uckmouenuem JIHT)
BIIP rna3

BIIP yxa, nuua u meu

BITP cepaeyHo-cocyaucToi cucTeMbl
BIITP npixarenbHOl cuCTEMbI
Pacmiennna ryosl u/uinm Heba

BIIP xenynouHo-KUIIIEYHOTO TpaKTa
JledexThl riepeaHeit OPIOIIHOM CTEHKU
BITP moueBbIAenMTENbHON CHCTEMBI
BITP nomnoBoii cucteMbl

BITP koneunocreit

Oo6mas yacrora BITP

1,2 0-95 (0,93—0,97)
0,83 1-25 (1,23-1,27)
0,05 0—43 (0,42—0,44)
0,17 0—37 (0,36—0,38)
5,9 7-03 (6,98—7,08)
0,11 0—4 (0,39—0,41)
1,05 1-38 (1,36—1,4)
0,71 1-63 (1,6—1,66)
0,39 0-51(0,5-0,52)
2,22 3-2(3,16-3,24)
1,48 2-07 (2,04-2,1)
3,2 4—13 (4,09—4,17)
17,3 23-57 (23,47—23,67)

IIpumeuanue. BITP — BpoxaeHHbIe TOpoKU pa3BuTus; JI1 — noBepuTesibHbII MHTEPBAJL.

Bposxaennbie mopoku cepma
XpOMOCOMHBIE aHOMAIIUH

BIIP mo4enonoBoii cuctembl

BIIP BepxHHMX 1 HMKHEW KOHEUYHOCTEH
BIIP nentpaibHON HEPBHON CUCTEMBI
MmuosxectBeHHbie BITP

PacrenHa reba u/miu ryGbr

BIIP sxeny104HO-KUIIEYHOTO TPAKTa
KocTHo-MbItIeuHbIC Ae(hEKTHI

Hpyroe

BIIP rnasa, yxa, nuna u meu M 0,22
N 0,16
0,13

1011

OCTCOXOHHpOZ{I/ICHHaSI/II/I
VTouHEHHBIE CUHAPOMBI

BIIP opranoB apixanus

e 5,90
e 4,37
e 3,70
s 3,20

P 2 03

s 1,84

s 1,05

B 0,71

s 0,64

B 0,36

Puc. 1. CTpyKTypa M 4acTOTa BPOXKIeHHbIX NopokoB passutus (BITP) B MockoBckoii oonacti, 2011—2019 rr.
Fig. 1. Structure and prevalence of congenital malformations in the Moscow region, 2011—2019.
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PerynsipHblii MOHUTOPUMHT BPOXIECHHBIX ITOPOKOB
pPa3BUTHST TIPEIOCTABIIIET BO3MOXHOCTh OLIEHKM U aHa-
JIN3a BPEMEHHBIX TPEHIOB. 3a MCCIeIyeMbIil TIEpUOI
B MOCKOBCKOI1 00JIaCTH PETUCTPUPYETCST HapacTarOIIniA
TpeHA B OOIIE YacTOTe BPOXICHHBIX MOPOKOB pa3BU-
tuss. CKopee Bcero, HaOJIOmaeMblii TpEeHI He CBsI3aH
C yBEJIMYEHHEM abCOJIIOTHOTO KOJUYECTBA BPOXICH-
HBIX TTOPOKOB Pa3BUTHSI B PETUOHE, a SIBJISIETCST PE3yJib-
TaTOM COBEPIIEHCTBOBAHUS M TIOBBIIIEHUST Ka4ecTBa MX
JMIMarHOCTUKU B MOCKOBCKOI 00J1aCTH B IpeHaTaTbHOM
MepUuoJIe U CPeIU KMBOPOXKACHHBIX (puc. 3).

Kpome Toro, ObLT mMpoBeeH CpaBHUTEIbHBIA aHa-
JIU3 JaHHBIX PErucTpa BPOXICHHBIX ITOPOKOB pa3-
BuTuUs MockoBckoit obinactu 1 MGDb. Ananuszu-
pPOBAJINCh TOJIBKO 12 TpyIm BpPOXIEHHBIX ITOPOKOB
pa3BUTHSI, IS KOTOPBIX TOCUMTAHBI 0A30BBIE YaCTOTHI

OPUINHAJIbBHbBIE CTATbU

B 0aze MGDb, Takxke He YYUTHIBAINUCh T'€HETUUYECKU
JIeTEPMUHUPOBAHHBIE (POPMBI BPOXIEHHBIX aHOMAaJIUA.
Kak BugHO 13 Tabauiibl, B MOCKOBCKOI 001acTH TOITy-
JISILIMOHHAST YyacToTa JJIsl OOJIBIIIMHCTBA aHAIM3UPYEMBbIX
TpyII HUXeE, OJHAKO Hamboyiee 4YacToO BCTpeYyaeMble
TPYIIIbl TIOPOKOB TIPEACTABICHbBI OJMHAKOBBIMU KaTeTo-
pUSIMU: MOPOKM CEPAEYHO-COCYAUCTOM, MOYEMOJIOBOM,
LEHTPAIbHON HEPBHOI CHUCTEM M KOHeyHocTell. Takum
oOpa3oM, maHHbIe MOCKOBCKOI 00JIaCTH 1O CTPYKTYpe
BPOKJIEHHBIX TTOPOKOB Pa3BUTHSI COINOCTaBUMbI C JaH-
HBIMU MEXXAYHapOIHbIX UCCEIOBAHUI, OHAKO CJIeAyeT
0o0paTuTh BHUMaHuEe Ha 0ojiee HU3KUI YPOBEHb 4acCTOT
OOJIBIIIMHCTBA TPYIMIl MOPOKOB Pa3BUTUSI, YTO, CKOpee
BCET0, CBSI3aHO C HEAOCTAaTOYHO TOJIHOM perucrpaiueit
TTOPOKOB.

Crmzpom Jlayna [ 275

Cunzpom Dzsapiaca [N 0,60

AHEYITONIHY TTOTOBBIX XpoMocoM [l 0,29

Peikue TPHCOMHH H IyIUIMKAIIMK ayTocoM [l 0,26

Cunapom [aray [ 0,22

MoHocoMuu U A€IEeUN ayTOCOM . 0,12

Pon

Hpyrue penkue XA

Puc. 2. CTpykTypa 1 9acToTa XpoMocomMHbIx aHoMaimii (XA) B MockoBckoii 061act, 2011-2019 rr.
Fig. 2. Structure and prevalence of chromosome anomalies in the Moscow region, 2011-2019
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Puc. 3. YacToTa BpoKIeHHbIX MOPOKOB pa3sutus B MockoBckoii oonactu ¢ 2011 mo 2019 rr.
Fig. 3. Prevalence of congenital malformations in Moscow region from 2011 to 2019.
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3asesa E.E. u coaem. DriuneMuonornieckast XapaKTEpUCTHUKA BPOKICHHBIX ITIOPOKOB PAa3BUTHUA. JAHHBIC PETUCTPA MockoBckoii obnacti

IIpenmymmiecTBa M OrPAHWYEHUS BeJIEHUS SNMUIEMHUO-
JIOTHYECKOTO PErcTpa BPOXKIEHHBIX MOPOKOB PA3BUTHS
B MOCKOBCKO# 00/1acTH. DITUIEMUOJIOTUIECKUI PETUCTD
BPOXIEHHBIX TTOPOKOB pa3BUTUs B MOCKOBCKOI 00J1a-
CTU 3a UCCJIEIyeMbIi MEPUOI UMEET BBICOKMI YPOBEHb
oxBata poxaeHuii (83%) B roa u obiagaeT BCeMU TIpeu-
MYILECTBAMM PETUCTPOB, OCHOBAHHBIX Ha TTOMYJISLIMOH-
HOI OCHOBE:

— y4YeT CJIyYaeB BPOXICHHBIX ITOPOKOB Pa3BUTHS
KaK Cpely >XUBOPOXICHHBIX, TAK M CPEIU MEPTBOPOXK-
JIEHHBIX U TIJI0J0B;

— OIpele/iecHHe  JOCTOBEPHBIX  MOMYJISIIIMOHHBIX
4acToT OJ1aromapst MOJIHOMY OXBaTy TEPPUTOPUH;

— BBICOKOE KauyeCTBO JaHHBIX 3a CUET YHUDUIUPO-
BaHHOM PErucTpaly TOPOKOB BPaYOM-T€HETUKOM.

JIOTOTHUTETIBHOE MPEVMYIIIECTBO perucrpa
B MOCKOBCKOI1 00J1aCTM COCTOMT B perucTpanuu adbco-
JIIOTHO BCEX BBISIBIIEHHBIX TTIOPOKOB B PETMOHE, TTOMUMO
00s13aTeIbHBIX JUIST  perucTpanuu. Takasi cTpaTerus
MO3BOJIIET OLICHUTh 3MUAEMHUOJOTMUECKYI0 KapTUHY
IO PacIpoOCTPaHEHHOCTH BPOXKIECHHBIX MTOPOKOB pa3BU-
TUS B JAHHOU MOITYJISILIMK B IIEJIOM W pa3paboTaTh HEOO-
XOOUMBIE Mepbl TOANCPKKU CeMeid, CTOJIKHYBIIUXCS
C 3TUM IMarHo30M y pebeHKa W TUIofa.

TeM He MeHee CTOUT OTMETUTh HEIOYyYeT HEKOTO-
PBIX BPOXKIECHHBIX TTOPOKOB Pa3BUTHSI B CBA3M C TAKMMU
MpUYMHAMM, KaK OTCYTCTBHE TMepenadyd W3BElIeHU
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