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B cTaTbe onucaHbl pe3ynbTaTthl SMMAEMUOIONMYECKOTrO MOHUTOPVIHIA BPOXKAEHHbIX MOPOKOB pa3BuTuA y feTeln B Pecnybnuke CeBepHas
OceTna-Ananua ¢ 2011 no 2022 rogbl. Hanbonblwnii BKNag B CTPYKTYPY U30IMPOBaHHbIX BPOXKAEHHbIX MOPOKOB BHOCAT NMOPOKM
CepAEYHO-COCYANCTON N KOCTHO-MbILLEYHOM CUCTEM U Apyrne aHoManum pas3suTtua. CambiMm 4acTbiMU MOPOKaMM PasBUTUA MO
naHHbim EUROCAT, B uenom no PO v o HalimMm permoHasnbHbIM AaHHbIM ABIAIOTCA rMNocnaansa, cuHapom [layHa, paciienviHa ry6bl n/
unu Heba. bonee HK3KaA yacToTa B pernoHe oTMeYeHa 1A CMHHOMO3TOBOW rPbiXK, fedeKTOB OPIOLIHOW CTEHKM, aTpe3nu N1LLEBOAA,
peAyKLMOHHbIX MOPOKOB KOHEYHOCTEW 1 U30/IMPOBaHHbIX pacluenuH Heba. bonee BbicoKas yacToTa B pecnybnvke No cpaBHEHIO
¢ faHHbiMnm EUROCAT 1 flaHHbiMK no PO Habnoganach Asis TpaHCNo3mumMmM KpymHbIX COCYA0B. YacToTa BPOXKAEHHbIX MOPOKOB Pa3BUTUA
006s3aTeNbHOro yyeTa 3a 3TOT Nepuog BpemeHn coctaBmna 15,11 Ha 1000 HOBOpPOXAEHHbBIX 1 1:66 HOBOPOXKAEHHDBIX C BapraLyei no
rogam. B PCO-AnaHua HabntofaeTca 6onee Bbicokas yacToTa BIP, yuem B cpepHem no cTpaHe.
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The results of epidemiological monitoring of congenital malformations in children in the Republic of North Ossetia-Alania from 2011 to 2022 are
described. The main contribution to the structure of isolated congenital defects is made by defects of the cardiovascular system, musculoskeletal
system and other developmental anomalies. The most common malformations, both according to EUROCAT data for the Russian Federation
as a whole, and according to our regional data, are hypospadias, Down syndrome, and cleft lip/palate. Lower incidence in the region is typical
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for spinal bifida, abdominal wall defects, esophageal atresia, reduction malformations of the limbs, and cleft palate. A higher frequency in the
republic compared to EUROCAT data and data for the Russian Federation is typical for transposition of large vessels. The frequency of congenital
malformations of mandatory registration during this period of time was 15.11 per 1000 newborns or 1:66 newborns with variation over the

years. In North Ossetia-Alania there is a higher incidence of congenital malformations than the national average
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BBepeHune

OHUTOPUHT BPOXIEHHBIX TTOPOKOB PAa3BUTHUS
(BITP) — cucteMa, mO3BOJISIONIAST OCYIIECTBISTh
OLIEHKY YaCTOThI U 3TTUJEMUOJIOTMYECKUIA KOH-
TpoJib nuHamuku BITP, Bkitouast MHOXXeCTBEHHbIE TTOPO-
ku pa3Butus (MBIIP), a Takxe KOHTPOJIb TOTEHIUAIb-
HBIX TEPATOTEHHBIX areHTOB OKpyxXawulei cpensbl. [1po-
rpamma MmouuTopuHTa BITP B Poccuiickoit @enepanun
Hauvara 01 guBaps 1999 rona B cootBercTBUM ¢ [Ipukaszom
Munznpasa PO ot 10.09.1998 1. Ne 268 «O MoHUTOpPUHTE
BPOXJIEHHBIX TOPOKOB PA3BUTHUS Y AeTel». DTO MO3BOJH-
JIO LIEHTPAIU30BaTh U CTAHIAPTU3UPOBATH UCCIIETOBAHUS
BIIP kak B OTHEIbHBIX TEPPUTOPUSIX, TAK U B CTPAHE B 11e-
JIOM. B CTpyKTypy MEIMKO-TeHETUYECKUX KOHCYIbTallui
PErMOHOB OBbLIY BBEIECHBI IpyIibl MOHUTOpUHTa BITP, Be-
JylIue peruoHaJbHbIe MOHUTOPUHTOBBIE PETUCTPHI, Ha Oa-
3¢ KOTOPBIX (POPMUPYETCS EANHBIN (henepabHbIiA PETUCTD,
JOCTYITHBIN TS CPABHUTEJIBHBIX OLIEHOK YACTOTHI, CTPYK-
Typsl U auHaMuku BITP. Best uH@opmaniust o BiepBbie Bbi-
saBaeHHbIX caydasx BITP, momanarommx B XVII kiace (Q):
BpoxneHHble aHOManuK (MMOPOKU pa3BUTHS), Aedopma-
LMK U XpoMocoMHble HapyieHusi» MKbB 10 nepecmortpa,
BHOCHUTCSI B KOMITBIOTEPHYIO TIporpamMmy «MOHUTOPUHT
BITP», pazpadorannyio B HUKW nepuarpuu u nerckoi
xupypruu um. akagemuka FO.E. Benbruiiesa.
B pamkax MOHUTOpPUHTA OCYIIECTBIISIETCS PETUCTPALIS
Kak Bcex cimyvaeB BITP, Tak 1 mopoKoB 00513aTeJIbHOTO yyeTa
(BITP OY), k xoTopbiM oTHOCSTCS 21 hopma n301MpoBaH-
HBIX Xopo11o BbisgBisieMbix BITP u cunapom [layHa u3 yuc-
J1a MHOKecTBeHHBIX BITP. ITonoOHbIi BEIOOP MO3BOJISIET UC-
KJIIOUUTD U3MUIIHUI CyObEKTUBU3M B IOCTAHOBKE TUATHO-
30B. Bce pernoHanbHbIe pETUCTPhI YUUTHIBAIOT ciiydyau BITP
Cpeny XKUBOPOKIECHHBIX U MEPTBOPOXKIEHHBIX IETEH C Mac-
coii Tesia 6osiee 500 T U B cpoke OepeMEHHOCTHU C 22 HENEb.
OcHOBHas LIeJIb MOHUTOPUHTA 3aKJII0YAETCS B OLIEHKE
nuHaMuky yactoT BITP 1 moncke BO3MOXHBIX TepaTOTeH-

HbIX ¢pakTopoB. K 3amauam monutopunra BITP orHocsiT
ornpeaeneHue yactoT BITP B monmynsiuuu, nzydyeHve nuHa-
MMKHM YaCTOT, SIMUIAEMHUOJIOTMUECKHE UCCIICTIOBAHMS, U3~
yueHue stnonorun BITP, BeIsiBIeHUE U KOHTPOJIbL HOBBIX
TepPaTOTeHHBIX (PaKTOPOB CPEIbl, OLICHKY BIMSHUI Ha MO~
MyJISUMOHHBIE TToKa3aTeau yacTtoT BITP nporpamm mnpe-
HaTaJbHOI MTUarHOCTUKM U IMEPBUYHOM MPODUIAKTUKMN.

MonutopupoBanue BITP B pecnnyonuke CeBepHas
Ocetusi-Ananust (PCO-AnaHust) oCylIEeCTBASIETCS C STH-
Bapsa 1999 r. Yuer BIIP B pecnydnuke ocyuiecTBasieTcs
B COOTBETCTBUU ¢ 00IIMMU TpeboBaHUsIMU. Ha kaxapiii
cayyaii BITP opopmasieTcst cieunanbHast perucTpaloH-
Hast popma 025 «M3Bewmenue Ha pedeHka ¢ BITP», B koTo-
PYI0 BHOCSITCS MH(OPMALIMS O IOPSIIKOBOM HOMEPE PO-
JIOB, TI0JIe peObeHKa, Macce TeJjia PY POXKIESHWH, BO3pacTe
MaTepu U MoApPOOHOE ONMKMCAaHUE BBISIBJICHHBIX aHOMAa-
JIMiA. YUeT MOpOKOB MPOU3BOIUTCS CPEAU KUBOPOXKICH-
HBIX 1 MEPTBOPOXAEHHBbIX AeTeit. [1pu BoisiBnieHun BITP
Yy MEPTBOPOXICHHOIO MM abopTyca IMPOBOIUTCS IaTOJIO-
roaHaTOMUYECKOE MCCJIeNOBaHNE C MOCIEAYIOIIUM aHa-
JIN30M auarHosa. 2KuBoOpoKIeHHbIE KOHCYJIbTUPYIOTCS
IeHEeTHKOM IT0 IToKa3aHMsIM. B mpoliecce KOHCYIbTHPOBa-
HUSI TIOBOMSITCS CUHIPOMOJIOTMYECKUIT aHaIU3, UHCTPY-
MEHTaJIbHbIE U JJAOOpaTopHbIe MccaenoBaHus McToUHMKYI
MH(bOPMALMU: POIOMA, AETCKUE TOJIMKIMHUKH, CTally-
OHAaphI U MaTOJOr0aHATOMUYECKUE OTICICHUS.

Ieab uccnenoBanus: OLieHKA M aHAIU3 TaHHbBIX SITHIC-
MUoJorTnYeckoro Mouutopunra BITP o6si3aTenbHOro yuera
B PCO-AnaHus Ha ocHOBe perroHanbHoro peructpa BITP
3a riepuon ¢ 2011 mo 2022 roasl.

MeTopgbli

ﬂaHHLIe O ITOpOKax pa3BUTHSA MOJTYUYEHBI U3 OTYETHOM
1 MEAULIMHCKOMN JOKYMCHTall1 He‘l€6HO-HpOCbI/UIaKTI/I‘{C—
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CKMX YUPEXICHUI aKyIIePCKO-TUHEKOIOTUYECKON 1 TeI1-
aTPUIECKOM CITY>KObI, OI0pO MAaTOJIOr0aHATOMMYECKOM IKC-
MEePTU3bl U MEAUKO-TeHeTuYeCcKoil KoHcyabTauuu 'bY3
PIAKB M3 PCO-Ananung (cratuctideckast popma Ne60, 32,
025-11/y98, reHeTnyeckue KapThl), BKIIOUEHbBI JaHHbIE CU-
ctembl coopa nHdopmauuu o netsax ¢ BITP (Bepcust 2,5 2001
r. Copyright 200l MHUUITQuX) 3a nepuon 2011-2022 rr.
B o061uii ananu3 BkiodeHbl crydau BITP u MBITP cpenu
JKMBOPOXKIEHHBIX 1 MEPTBOPOXKIEHHBIX IETEH.

[MomynsiiiMoHHas YacToTa BPOXKIEHHBIX IIOPOKOB pac-
cyuthiBasiach Ha 10000 poxknenuit. HamexxHbIM criocobomM
OLIEHKM YaCTOThI BPOXXIECHHbBIX aHOMAJIUI sABJsIeTCS Oa-
30Bag yactoTa (uiu 6a3oBas JUHUS) pa3nudHbix BITP,
paccuuThiBaeMas 3a S-JeTHuii nepuon uau Ha 100 Thic.
poxaeHuit [1-3]. s olieHKH 6a30BOI YaCTOTHI pa3anuy-
Hbix BITP y neteit B8 PCO-Ananus BeiOpaH 12-1eTHUIA
nepuoa MouutopuHra ¢ 2011 mo 2022 r.r. Ij1g cpaBHU-
TeJILHOTO aHan3a ¢ IpyruMu peruoHamMu P® u naHHbBIMU
EUROCAT ouenuBanucs ciaenytoiue BITP: anaHeda-
JIUs, CMMHHOMO3T0Basl TpblKa, aHI1Iedaolese, rTuapolie-
(hanus BpoxxaeHHasi, aHOTUsSI/MUKPOTUSI, aHOGbTaIbMusl/
MUKPOMTAIbMUSI, TPAHCIIO3ULIUS KPYITHBIX COCYIOB, TH-
TMOTJTa3us JIEBOTO CeplLia, paclieiHa Heba, paciieHa
Heba u/uiu Tyosl U Heba, aTpe3us NMUleBoaa, aTpe3usl
aHyca, TUIIOCTIaNsI, areHe3Msl/IUCreHe3us IovYekK, dKC-
TpodUsT MOYEBOTO ITy3bIPsl, SNMUCTAANS, PEIYKIIMOHHbBIE
MMOPOKY KOHEYHOCTel, ruacdparMaibHas Tpbixa, oMmda-
Jioliesie, racTpollu3uc, cuHapom JdayHa.

Medical genetics 2024.Vol. 23. Issue 5

IMonyueHHbIe pe3yIbTaThl 00PabOTaHbI CTAHIAPTHBI-
MU METOJAMU BapUALIMOHHON CTaTUCTUKMU.

Pe3ynbraTtbl n 06cyKaeHne

Ha navyanpHOM 3Tarne pabotsl O6bl1a chopmMupoBaHa
rpynna MoHutopuHra BITP u npoBeneHa opraHusanu-
OHHag padoTta 1Mo MHGOPMUPOBAHUIO BpaueObHOTO CO00-
1ecTBa O HEOOXOIUMOCTU BEIEHUS YUETa BBISIBJICHHBIX
BPOXIEHHBIX aHOMaJIUI. Jlajiee exXerogHO MPOBOIUIICS
cbop Matepuana u hopmupoBascs oruer s Oenepanb-
Horo 1eHTpa MmoHutopuHra BITP. CtpykTypa opraHusa-
uuu cucteMbl MoHUTOpUHTa BITP B pecnybiuke npea-
craBJicHa Ha puc. 1.

3a ucciuenyemblii iepuon ¢ 2011 mo 2022 roasl 66110
3apeructpupoBaHo 114891 HOBOpOXAEHHBIX, BKIIIOUAs
114186 xuBopokneHHBIX 1 705 MepTBOPOXAEHHBIX. Beero
3a 12 net no nporpamme MouutopuHra B MI'K nocrynuna
nHdopmarmst o 1010 ciayuasix BITP u 726 cryyasix MBITP.
CyMMapHO€E KOJIM4eCcTBO coctaBuiio 1736 ciyyaes. Yacto-
ta BITP u MBIIP o6s3arensHoro yyeta coctasuia 151,1
Ha 10000 poxnenuii wim 15,11 Ha 1000 HOBOpOXKAEHHBIX
uau 1 Ha 66 HOBOPOXIECHHBIX.

B Tada. 1 mpuBeneHsl faHHBIE TTO0 YUCIY U YaCcTO-
taM BITP 3a ananusupyembiii nepuoa. CaMbIM 4aCTbIM
MOpOKOM siBjsieTcsl runocnanus (33,34), K peaAKuM 1mo-
poKam pa3BUTHS OTHOCATCS aHoTHsI/MukpoTus (0,26),
anodTtanbemus (0,09), IByCTOPOHHSISI areHe3usl MoYeK
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Puc. 1. Cnctema moHuTopuHra BIP B PCO-AnaHus.

Fig. 1. Monitoring system for congenital malformations in North Ossetia-Alania.
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(0,7), anucniagus (0,17) u a3KcTpodusi MOYEBOTO My3bl-
p4 (0,09).

B Tabn. 1 Takke mpencTtaBiaeHbl CyMMapHbI€ YaCTOThI
Bceli rpymmnbl peructpupyeMbix BITP obs13arepHoro yueta
o rogam. ITomydeHHbIe TaHHBIE YKa3bIBAIOT Ha Bapruabelib-
HOCTb TIOJTyYE€HHBIX CYMMAapHbBIX OIIEHOK YacTOT I10 Tojam
C OTCYTCTBHUEM KaKUX-JIU00 TpeHI0B (puc. 2). Makcumab-
Has yactoTa BITP (220,99) BeisiBnieHa B 2014 r., MUHUMAaJTb-
Has (109,7) — B 2017 r., cpenHsis olieHKa coctaBuia 151,1
Ha 10000 poxneHuii. [TprurHBI HAOIIOAAEMBIX CTyYalHBIX
KosiebaHU MOTYT ObITh 00YCJIOBI€HBI UCTUHHBIMU KOJie0a-
Hussmu yactoT BITP, a Takke BO3MOXXHBIMM BapualMsIMU
B cOOpe TaHHBIX (HETMOJIHOE BhISIBIEHUE, HEAOYYET U JIp.).

B Ta6a. 2 mist cpaBHEHUS INPUBEIEHBI HaHHbBIE
o PCO-Ananug 3a 2011-2022 rr., nanHsie o PD ¢ 2011
no 2018 roaer u yactorsl BITP mo nanueiMm EUROCAT
3a niepuon 2011—2021 roawl, 6e3 yuera MBITP [4-8].

W3 undopmannu, npeactaBieHHONR B Tab. 2, cieny-
eT, yto B PCO-Ananus HabmoaaoTesd 00Jiee BLICOKME Ya-
CTOTBHI TMITOCIIAJINU ¥ TPAHCIIO3UIIUN KPYITHBIX COCYIOB.
C npyroit CTOpOHBI, BbISIBJIEHBI 3HAUMMO 00Jiee HU3KHE
4acTOTHI MO cpaBHeHMIO ¢ onleHKamMu P® nu EUROCAT
TaKUX TTOPOKOB Pa3BUTHS, KAK CITMHHOMO3TOBBIE TPBIXKU,
AQHOTUSI/MUKPOTHSI, aHOPTATbMUS/MUKPOGDTATbMUSI, pac-
eIMHa Heba, pelyKIIMOHHbIe ITOPOKM KOHEYHOCTEHA.

B neniom, cymmapHas yacTota MopoKoB 00s13aTeIbHO-
ro yueta MakcumaibHa B peructpax EUROCAT (104,25),
ayvactota B PCO-AnaHus BBIIIE YaCTOTHI IT0 pernoHamM P®
(87,91 1 73 COOTBETCTBEHHO).
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Ha puc. 3 npencrasneno pacrnpeneiaecHue BITP o6si3a-
teapHoro yuera B PCO-Ananust, PO n EUROCAT. Dta
JarpamMma oTpaxkaeT CXOIHOe pacipeaesieHue YacToT Mo-
POKOB B pa3HbIX CUCTeMaX MOHUTOPUHTA, HECMOTPSI Ha
pa3Inuus B OLIEHKAX YaCTOT, YTO YKa3bIBaeT Ha CXOICTBO
cTpykTyphbl BITP B paznuuHbIX TOMYISLIUSIX.

CTpyKTypa HOPOKOB pa3BUTHsI Pa3HbIX OPTaHOB U CH-
CTEeM T10 CyMMAapHBIM TaHHBIM 3a 12-JIETHUI ITepUOI TIPe-
cTaBJieHa B Ta0.1. 3 1 Ha puc. 4.

Kak BumHo u3 puc. 4, mouru noyiopuHa (47,1 %) Bcex
BIIP npencraBieHa MOpoKaMu pa3BUTHS CePAEYHO-CO-
CYAMCTOI CUCTEMbI, Ha BTOPOM MECTE HaXOISTCSI TTOPO-
KU KOCTHO-MBIIIeUHO crcTeMbl (18,4%). 101st TOPOKOB
MOYEITOJI0BOI cucTeMbl cocTasisieT 13,2%, mopoku LIHC
U1 XPOMOCOMHBIE aHOMAJIUM COCTaBJISTIOT 10 3,2%. MuHu-
MaJIbHBII BKJIaJl B CTPYKTYPY IIOPOKOB BHOCSIT ITOPOKM Pa3-
BUTHS AbIxaTesbHO# cucteMbl (0,3%).

BaxxHo OTMETUTD, YTO peryasipHblii MOHUTOpPUHT BITP
JaeT BO3MOXKHOCTD JIJTUTEIbHOTO HAOIIONEHUS 3a 4aCTO-
TOI TTOPOKOB, YTO MO3BOJISIET MPOCIEAUTD 32 TUHAMMU-
Koit yactot BITP B peruone. I1pu BbIsIBIeHUS 3HAUMMBbBIX
KOJIEOaHUI YaCTOT, MOJIOKUTEIbHBIX WM OTPUIIATEIIb-
HBIX TPEHJI0B HEOOXOAMMO MPOBOAUTH MOUCK BO3MOXK-
HBIX TIPUYMH HaOJogaeMbIX U3MeHeHUii. [1puBeneHHbIE
B Tabsu1ile 3 naHHbIe 0 yacToTax oTaeabHbIX BITP mo ro-
JlaM TT0Ka3bIBaIOT, YTO YAaCTOThI OTAEAbHBIX (popm BIIP,
KaK ¥ cCyMMapHasi 4acTOTa BCEil IPYIIITbI PerUCTpUpye-
Mbix BITP, B ocHOBHOM, CTaOMJIbHBI B TeYEHUE TIEPUO-
Ja HaOmonaeHuii. B kayecTBe mpuMepa MpUBOIUM TH-

109,7

2011 2012 2013 2014 2015 2016 2017 2018 2019 2020 2021 2022

Puc. 2. luHamunka cymmapHon yactotbl BITP OY B 2011-2022 rogbl 1 NMHKA TpeHaa.

Fig. 2. Dynamics of the total frequency of congenital malformations of mandatory registration in 2011-2022 and the trend line.
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HaMUKy 4aCTOThI JULEBLIX paCIIC/INH U CUHIPpOMa ,Z[a— 2K€HHMIO YaCTOTHI. Z[I[H TOATBEPXKACHUA BBISIBJIEHHOM 3a-

yHa (puc. 5, 6).

KOHOMEPHOCTU HEo0X0AMMO IIPOBEACHUEC NaJbHENIINX

J1J1s1 TaKOTO MTOPOKA KaK IMIOCIaANs OTMEYAETCSI He-  MCCIIEIO0BaHMIA.
0O0JIBLION MOJOKUTETbHBINA TPEH, MOA00HAS TEHACHIUS PacnipenesnieHue 4acToT Apyrux perucTpupyeMblx
omnyvcaHa W B psifie APYruX paboT MO SMUAEMUOJOTUN MO~  BPOXACHHBIX aHOMAJIMI B TMHAMUKE HOCUT CITy4aliHbBII

pokos (puc. 7) [4, 3].

xapakTep (Tad1. 4). JlocToBEpHO 3HAUMMOTO MOBBILLIEHUS

B T0 Xxe BpEMs 3a aHaI[PI3PIpy€MLIﬁ nepuon 1jd Ta-  WJIWM CHUKEHMS YaCTOThI KaKou-11060 TPYIIIbI UJIX OTACIIb-
KHX IMTOPOKOB KaK CIIMHHOMO3IOBBLIEC I'DbI2KM, TPAHCIIO-  HBIX BUJIOB ITOPOKOB Pa3BUTUA 3a IIEPUOL HaOIoAeHUS
SULMU KPYITHBIX COCYA0B OTME€YACTCA TCHACHIIMA K CHU-  HE 3apEruCTpUPOBAHO.

Ta6aunua 1. Yncno BbisSIBNEHHbIX BPOXAEHHbIX MOPOKOB Pa3BUTUA MO rogam v 1x Yactota 3a 2011-2022 rr. (Ha 10000 poxaeHuin)

Table 1. Number of identified congenital malformations by year and their frequency for 2011-2022. (per 10,000 births)

Ne BITP 2011 | 2012 | 2013 | 2014 | 2015 | 2016 | 2017 | 2018 | 2019 | 2020 | 2021 | 2022 | Bcero q‘i‘;ﬁ‘l’fa
Bcero poxxnennit 10546 | 10802 | 10942 | 10996 | 10350 | 10108 | 9207 | 9238 | 8741 | 8224 | 8162 | 7575 | 114891
KuBopoxaeHHbIe 10476 | 10761 | 10873 | 10933 | 10299 | 10032 | 9152 | 9188 | 8681 | 8170 | 8089 | 7532 | 114186
MeprBopoxneHHusie | 70 41 69 63 51 76 55 50 60 54 73 43 705

1. | AusHuedanus 2 6 2 1 1 3 5 4 9 3 40 3,48

2. GCrgl::omosrosaﬂ 2 4 6 1 3 1 4 5 0 1 30 2.61

3. | DHuedanonene 1 0 2 1 1 0 0 1 0 5 3 16 1,39
ggg;ﬁlé[;cg::m 6 4 10 2 4 4 6 5 4 6 65 5.66

5. | AHOTUSI, MUKPOTHUS 0 1 2 0 0 0 0 0 0 0 0 0 3 0,26

6. | AHO(DTaTBEMUS, 1 0 0 0 0 0 0 0 0 0 0 0
MUKPODTATBMUS ! 0,09

7. 153:211;3:(1)_2;2% 6 1 7 5 9 2 11 2 2 1 4 2 5 453

8. (l; ;/I;;(;r;namqneBoro 1 1 1 1 1 2 1 1 2 5 0 3 19 1,65

9. | PaciuenuHa Heba 2 5 1 1 1 0 1 0 1 1 4 19 1,65

10. E?;]L?;iigz TyOBI 6 6 7 6 7 6 3 5 7 6 8 75 6.53

11. | ATpe3us nuuieBoaa 0 2 1 2 0 2 3 1 0 13 1,13

12. | Atpesus aHyca 7 3 3 3 3 3 0 1 2 2 35 3,05

13. | Tummocmamust 37 19 24 30 40 17 25 30 39 43 32 47 383 33,34

14. | AreHesust 0 0 0 0 0 1 0 0 1 0 2 4
WJIM JUCTeHEe3Ust 8 0,70
MoYeK

15. | Dnucnagus 0 0 0 0 0 0 0 0 0 0 1 1 2 0,17

16. | DkcTpodust 1 0 0 0 0 0 0 0 0 0 0 0 1 0.09
MOUEBOTO ITy3bIPsT

17. | PenykuioHHbIe 2 3 1 1 3 2 2 0 1 4 2 6
MOPOKU 27 2,35
KOHEYHOCTEH

18. | AnacdparmanbHas 1 0 1 2 1 1 1 3 1 0 2 2 15 131
TpbiKa ?

19. | Omdanonene 0 0 0 1 1 1 2 1 2 2 12 1,04

20. | TacTpoiu3uc 1 2 0 2 2 2 1 1 1 3 1 3 19 1,65

21. | Cunapom JlayHa 21 14 15 18 13 12 13 13 10 15 15 16 175 15,23
MBIITP 42 103 96 150 57 55 29 51 35 42 38 28 726 63,19
Bcero BITP OY 136 178 176 243 141 118 101 122 117 134 133 140 1736
Yacrora BITP OY 128,96 | 164,78 | 160,85 | 220,99 | 136,23 | 116,74 | 109,7 | 132,06 | 133,85 | 162,94 | 162,95 | 184,82 151,10
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Puc. 3. YacTtoTbl BIMP o6s3atenbHoro yueta no gaHHoim EUROCAT, PO n PCO-AnaHus

Fig. 3. Frequencies of congenital malformations of mandatory registration from EUROCAT, Russian Federation and North Ossetia-Alania

Ta6nuua 2. Yactotbl BIP (Ha 10000) no gaHHbiM EUROCAT, no PO n no PCO-AnaHusa

Table 2. Frequencies of congenital malformation (per 10,000) according to EUROCAT data, for the Russian Federation and for North
Ossetia-Alania

No BIIP PCO-A PO [10%,90%U] EUROCAT [90%111]
1. | AHaHuedanust 3,48 3,04 [0,75; 7,46] 4.26 (4.11 - 4.40)
2. CnMHHOMO3roBasi Tpbixka 2,61 5,77 12,54; 7,78] 5.01 (4.85-5.16)
3. DHiedanoiene 1,39 1,07 [0,37; 2,87] 1.21 (1.13-1.28)
4. I'uapouedanust BpoxxaeHHas 5,66 5,6312,73;9,09] 5.09 (4.93 - 5.25)
5. | AHOTHUSI/MUKPOTHSI 0,26 0,8710,41; 1,52] 0.81(0.75 - 0.87)
6. | AHodTanpMuUsT/MUKPOGDTATBMUST 0,09 0,34 [0,10; 0,74] 0.89 (0.83 - 0.96)
7. TpaHcro3uiust KpyIHbIX COCYI0B 4,53 2,04 10,74; 2,91] 3.52(3.39 - 3.65)
8. l'unomnnasus neBoro cepaia 1,65 1,94 10,76; 2,96] 2.78 (2.67 - 2.90)
9. PacuuenrHa HebGa 1,65 4,56 [2,84; 5,99] 5.88 (5.72 - 6.05)
10. | PacienuHa ryba u/unu HeGa 6,53 7,51 [5,41;9,95] 8.67 (8.47 - 8.88)
11. | Arpesus nuiieBoaa 1,13 2,15[1,47; 3,05] 2.70 (2.59 - 2.82)
12. | Arpesust aHyca 3,05 2,27 [1,14; 3,49] 3.49 (3.37 - 3.63)
13. | T'unocnanus 33,34 10,83 [6,26; 21,01] 18.67 (18.37 - 18.97)
14. | AreHesust/mucreHe3ust TIOYeK 0,70 0,63 [0,10; 1,16] 1.28 (1.20 - 1.36)
15. | Okerpodust MOUEBOTO My3bIpst 0,17 0,20 [0,04; 0,49] 0.61 (0.56 - 0.67)
16. | Dnucnagusa 0,09 0,07 [0,00; 0,19]
17. | PemnyKUMOHHbBIE TTOPOKM KOHEYHOCTEM 2,35 4,38 [2,76; 6,61] 5.02 (4.86 - 5.17)
18. | duadparmanbHas rpbixa 1,31 2,06 [1,22; 3,75] 2.99 (2.87 - 3.11)
19. | Omdarnonene 1,04 1,82 [0,95; 3,95] 3.91 (3.78 - 4.05)
20. | Tacrpommsuc 1,65 1,66 [0,74; 3,10] 2.51(2.40 - 2.62)
21. | Cungpom [JdayHa 15,23 14,16 [8,79; 22,51] 24.95 (24.60 - 25.30)
BCEI'O 87,91 73 104,25
46 MeouyuHckas 2zeHemuka [Medical genetics] 2024; 23(5)
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O6cyxpeHne

Hcxons U3 pe3ybTaToB UCCIEA0BaHMSI MOXKHO CKa-
3aTh, YTO CAMBIMM YaCTHIMU TIOPOKAMU Pa3BUTHS T10 TaH-
HeiM EUROCAT, B 11e;1oM 1o P® 1 110 HaImM permoHaib-
HBIM JaHHBIM sIBASItOTCS runocnaaus (18,12; 10,83 u 33,34
COOTBETCTBEHHO), cuHapoM dayna (25,05; 14,16 u 15,23),
paclueIvHbI ryObl 1/uau Heba (8,65; 7,51 u 6,53). K pen-
KWM TTOpOKaM OTHOCSITCSI aHo(TaibM/MuKpodTansm (0,89;
0,49 1 0,09), sxcTpodust MOYEBOTO My3bIPSI U SMUCHAIMS
(0,63; 0,44 n 0,09), IBYyCTOPOHHSIS arcHe3Usl WJIN JUCTe-

Ta6nuua 3. YactoTtbl Ho3onornyeckux popm BIMP B PCO-AnaHusn

Medical genetics 2024.Vol. 23. Issue 5

He3us novek (1,35; 0,63 u 0,7), anotust/MukpoTus (0,28;
0,87 1 0,26). bojee HU3Kast YaCTOTa B pETMOHE XapaKTepHa
JUTSI CTUHHOMO3TOBOM IPBIXH, 1e(PEKTOB OPIOIIHOM CTEH-
KU, aTpe3uu MUIIEBO/a, PeAYKIIMOHHBIX [TIOPOKOB KOHEY-
HOCTEUW M M30JIMPOBAHHBIX pacllieJuH Heba. bosee BbI-
cokasl yactoTa B PecryGyinke 1o cpaBHEHMIO C TaHHBIMU
EUROCAT u mannbivMu 1o P® xapakTepHa 111 TpaHCITO-
3ULIMA KPYITHBIX cocynoB (3,67; 2,04 u 4,64) [6].

ITo nanHbIM TUTEpaTypbl, yactota BITP o6s13aTennb-
HOTIO ydeTa CYMTAEeTCs BHICOKOI MpU 3HAYEHUsIX 7 Ha
1000, B MpOTUBHOM Cjly4yae BO3MOXHO HEIIOJHOE BbISIB-

Table 3. Frequencies of nosological forms of congenital malformation in North Ossetia-Alania

I'pynna 2011 2012 2013 2014 2015 2016

BITP

Bcero
3a
12 ner

2017 2018 2019 2020 2021 2022

Abc.| % |Abc.| % |Adc.| % |Abe.| % |Aoc.| % |Abe.| %

Abe.| % |Aoc.| % |Abe.| % |Abe.| % |Abc.| % % |Aoc.| %

BITP
LHHC

10 (LS| 13 |1,4]19(26]25] 3 |15/|24] 16

2,7

9 [L7| 17 |34]29 (65| 16 |3,6] 32 |72 3,5(217(3,2

BIIP rmasa,
yXxa, JnLa,
meu

150231929 [12]14]t7]18]29] 15

2,6

1122 4 (08] 15|33 22016 | 3,7 160

BITP
cucTe-

MBI KPOBO-
obpalieHust

318 |49,1| 411 [45,4| 346 | 46 | 359 |43,6/ 305 [50,4| 283

48,7

264 (52,4( 227 | 46 | 156 | 35 | 187 |42,1| 170 38,8 | 171 | 37 |3197|47,1

BITP 2
OpraHoOB
JBIXaHNUS

033 (03] 1 (01| 4 (05]1102]1

0,2

0412 (04 4109 1 (03] 11]02]23]0,3

Pacwenuner | 8 | 1,2
ryObI 1 HeOa

1,4

21 7 2,6 |95

BITP
OpraHoOB
nuiie-
BapeHUst

21| 13 |E4 L1

1,6

0,8 26| 7 119

BITP
TIOJIOBBIX Op-
TaHOB

72 |11,1] 45 |48 |58 | 8 [49 | 6 |56 | 9 | 37

6.4

46 [ 9,1 | 55 |11,1| 62 61 |13,7| 48 63 |13,6|652

BITP
Moue-
BbIICJIN-
TEJbHOU
CUCTEMBI

28 30 (4,4

3,627 [54]25|57 28| 6 |256

BIIP kocrt-
HO-MbIIIEY-
HOI1 cucte-
MBI

116 (17,8| 245 |27,7| 135 |18,4| 142 |17,2| 88 |14,2| 123

21,1

69 (13,7 63 |12,8] 83 |18,6| 59 56 12,8 68 1247|18,4

Hpyrue 57 18,9111 {12,2| 109 164 |20 | 67 [11,1] 64

BPOXKICHHBIC
aHOMaJIMnu

56 (11,1 69 |14,0| 50 [11,2| 56 |12,6| 53 [12,2| 56 |12,1|912

XpomocoMm- | 22 1912 ]16 21 16 14

HBIC
aHoMaJluun

3,4 2,2 2,7

1,4

16 16 (3,214 |3,1] 20 [45] 17 | 38|23 | 5 (214
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Jlpyrue BpOXKaeHHbIE
anomaimu - 13,4%

BIIP xoctHO-
MBIILICYHON
cucremsl - 18,4%

BIIP cucremst
KPOBOOOpAIICHHUS -
47,1%
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BIIP nonoBsix
oprasos - 9,6%

BIIP
MOUYEBBIICITUTETbHON
CHCTEMBI - 3,6%

BIIP ITHC - 3,2%

XpoMOCOMHBIE
anomainuu - 3,2%

BIIP rnasa, yxa,
nmua, weu - 2,4%

BIIP opranos
numeBapeHus - 1,8%

Pacmenuus! Ty0BI B

0,
BIIP opraHos neba - 1.4%

neixanus - 0.3%

Puc. 4. Crpykrypa BINP no gaHHbIM MoHUTOpUHra BIP B PCO-AnaHua

Fig. 4. Congenital malformations structure according to monitoring data in North Ossetia-Alania
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Fig. 5. Dynamics of cleft palate (PH) and cleft lip and palate (PI'H)
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JIEHUE WY Heoy4YeT ITOPOKOB pa3BuTHs. Tak, K peruo-
HaMm ¢ Bbicokoii yactotoil BITP oTHocsTCSI ApXxaHTelb-
ckas (7,07/1000), bpsinckas (7,41/1000), Kanyxckas
(7,61/1000), Kypckas (7,12/1000), CeepmyioBckasi 00-
nactu (8,27/1000), KpacHosipckuit kpaii (8,77/1000),
Ynmyprcekas pecryonuka (8,66/1000) u PCO-Ananus
(15,11/1000). B 2018 roay cymmapHasi yacToTa Beelt Tpym-
ITbl TOPOKOB 00s13aTeJILHOIO y4eTa B 1ejioM 1o P® cocra-
Buna 10,22/1000. ITo naHHBIM HaIIEro UCCAEAOBAHUS Ya-
crota Bcex BITP obs13aTeibHOTO yyeTa B peruoHe cocTa-
Busa 15,11 na 1000 HoBopoxkaeHHbIX. TakuM oOpa3om,
B PCO-AnaHus HabiogaeTcs: 6ojee BbICOKash yacToTa
BIIP, yem B cpenHem no ctpane [1,9].

Ta6nuua 4. YacToTbl BPOXKAEHHbIX MOPOKOB Pa3BUTUA MO rofaMm.
Table 4. Frequencies of congenital malformations by year.

Medical genetics 2024.Vol. 23. Issue 5

B 1ieiom ke mpoBeaeHHbIN aHanu3 cTpyKTypbl BITP
B PCO-AnaHus1 mO3BOJISIET COMOCTABUTh MOJYYEHHbIE
JIAaHHbIE 10 CTPYKTYPE TIOPOKOB B IPYTUx cyobekTax Pd,
yJacTBYIOIIMX B MoHUTOpUHTE. Tak, okoio 80 % BIIP
B PCO-AnaHus cOCTaBISIOT TTOPOKU Pa3BUTHUSI CUCTEMBI
KPOBOOOPAIIEHsI, KOCTHO-MBIIIEYHOM CUCTEMBbI U IpYTHE
BpoXIeHHbIe aHoMaymu (47,1; 18,41 13,3 % cooTBeTCTBEH-
Ho). B pecniyonuke Caxa (SIKyTust) 6oJibliast 4acTh OPOKOB
TMpeICcTaBIeHa BPOXKICHHBIMU aHOMATUSIMU CEPAEYHO-COCY-
JUCTOM cucTeMbl — 53%, Ha BTOPOM MeCTe — ITOPOKH KOCT-
HO-MBIIIEYHOI cucTeMbl — 9%, Ha TPETheM MeCTe — MOPo-
KU MOYEBBIIEIIUTENIbHOI cucteMbl — 8%, a B PocToBcKoi
00J1aCTH TTIOPOKU Pa3BUTHUSI CUCTEMbI KPOBOOOPAIIIEHUS CO-

BITP 2011 2012 2013 2014 2015 2016 2017 2018 2019 2020 2021 2022
AnoHiedans 0,00 | 1,85 | 548 | 1,82 | 097 | 396 | 1,00 | 325 | 572 | 48 | 11,03 | 3,9
CMTI 2,84 1,85 3,68 5,46 0,97 2,97 1,09 4,35 5,72 0,00 1,23 0,00
DHuedanouesne 0,95 1,85 0,00 1,82 0,97 0,99 0,00 0,00 1,14 0,00 6,13 3,96
Tunpouedanus sp. 5,69 4,63 3,66 9,09 1,93 3,96 4,34 6,53 5,72 4,86 11,03 7,92
AHOTUST, MUKPOTHST 0,00 0,93 1,84 0,00 0,00 0,00 0,00 0,00 0,00 0,00 0,00 0,00
AHO/MHKpPOGbTATEMHS 0,95 | 0,00 | 000 | 0,00 | 000 | 000 | 000 | 000 | 000 | 0,00 | 000 | 0,00
CT;’C";COZ"S”“”" KPYITHBIX 569 | 093 | 640 | 455 | 870 | 198 | 11,95 | 218 | 229 | 1,22 | 490 | 2,64
T'urnorasus JeBoro cepiia 0,95 0,93 0,91 0,91 0,97 1,98 1,09 1,09 2,29 6,08 0,00 3,96
Pacuenuna ne6a (PH) 1,90 4,63 1,83 0,91 0,97 0,99 0,00 1,09 0,00 1,22 1,23 5,28
PacienvnHa ryobr u/viam HebGa 5,69 5,55 7,31 6,37 5,80 6,93 6,52 3,27 5,72 8,51 7,35 10,56
ATpesus MUIIeBoaa 1,90 0,00 0,00 1,82 0,97 0,00 2,17 0,00 2,29 3,65 1,23 0,00
ATpesus aHyca 2,84 6,48 4,57 2,73 2,90 2,97 3,26 3,27 0,00 1,22 2,45 2,64
Tunocnanus 35,08 | 17,59 | 21,93 | 27,28 | 38,65 16,82 | 27,15 | 32,65 | 44,62 | 52,29 | 39,21 62,05
ﬁ‘gz‘;f’”" I HCTEHEIA 0,00 | 0,00 | 0,00 | 0,00 | 0,00 | 099 | 000 | 000 | 1,14 | 0,00 | 245 | 528
Dnucnanust 0,00 0,00 0,00 0,00 0,00 0,00 0,00 0,00 0,00 0,00 1,23 1,32
Dkcrpodus MmoueBoro my3seips | 0,95 0,00 0,00 0,00 0,00 0,00 0,00 0,00 0,00 0,00 0,00 0,00
,fif,iﬁﬁ'éif&”e froporit 1,9 | 2,78 | 091 | 091 | 2,90 | 1,98 | 217 | 0,00 | 1,14 | 486 | 2,45 | 7,9
JuacdparmanbHas rpbixa 0,95 0,00 0,91 1,82 0,97 0,99 1,09 3,27 1,14 0,00 2,45 2,64
Omdarouene 0,00 0,93 0,00 0,91 0,00 0,99 1,09 1,09 2,29 1,22 2,45 2,64
TacTpommsuc 0,95 1,85 0,00 1,82 1,93 1,98 1,09 1,09 1,14 3,65 1,23 3,96
Cunnpowm [ayHa 19,91 | 12,96 | 13,71 | 16,37 | 12,56 | 11,87 | 14,12 | 14,15 | 11,44 | 18,24 | 18,38 | 21,12
MBITP 39,83 | 95,35 | 87,74 | 136,41 | 55,07 | 54,41 31,50 | 55,51 | 40,04 | 51,07 | 46,56 36,96
BCETO 128,96 | 164,78 | 160,85 | 220,99 | 136,23 | 116,74 | 109,70 | 132,78 | 133,85 | 162,94 | 162,95 | 184,82
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craBuu 23%, nopoku paszutust LIHC — 13,17%, a nopoku
KOCTHO-MBIIIeyHOi crcteMsbl — 10,12% [1-4].

HaneeMmcst, yTo nanbHeinme HaOMIOAEHUS U aHAIU3
MO3BOJISIT MASCHTU(MUIIMPOBATh IPUUKMHBI 00JIee BHICOKOM
BcTpeyaeMocTH B perroHe BITP B 11eJ10M 1 OTIENBHO B3sI-
TBIX [IOPOKOB Pa3BUTHsI, B YaCTHOCTHU. BhIsiBIIeHHE U KOH-
TPOJIb TEPATOTEHHBIX CPEIOBBIX (PaKTOPOB, MPUBOMSIINX
K Bo3HUKHOBeHM10 BITP y nereil, moaBepriumxcst ux nei-
CTBMIO B IIEPUOJ BHYTPUYTPOOHOTO pa3BUTHSI, OMHO3HAYHO
CrocoOCTBOBaIM ObI CHIKeHUIO YpoBHS BITP B momynsiiuu.

PerynspHbIii MOHUTOPUHT, HECOMHEHHO, SIBJISIETCSI
3 HEKTUBHBIM UHCTPYMEHTOM OIPENeICHUST CTPYKTYPhI
M aHaJIM3a SMUAEMHUOJIOIMYeCKUX XapakTepuctuk BITP
B nuHamuke. [ToaydyeHHbIE B X0 MHOTOJIETHUX Ha0JII0-
JEHUI1 TaHHbIE UMEIOT OOJIBIIIOE 3HAYCHUE JIJISI CUCTEMbI
3[paBOOXPAHEHUS B CBSI3U CO 3HAUYMTEIbHOI noseit BITP
B UMCJIe IPUYUH MJIAICHYECKOM M TIETCKOM CMEPTHOCTH.
JlaHHBIE PETMOHATBHOM ITPOrpaMMbl MOHUTOPUHIA TAKXKE
MOTYT UCIIOJTb30BaThCS /15T pa3pabOTKM PeCcITyOJIuKaHCKOM
nporpamMmmbl ipopunakTuku BITP.

B 1iesioM, 1mmpokoe BHeApeHWe M KOMIUIEKCHas pe-
aJM3anusl B perMoHax MeJIMKO-TeHETUYECKOTO KOHCYIIb-
TUPOBaHUS, IPEHATAJIbHOIO CKPUHMHTIA U MPEeHaTaIbHOI
JIWAarHOCTUKM, HApsIy C PeTYJISIPHBIM BeeHUEeM MOHUTO-
punra BITP, criocoOCTBYIOT CHUXKEHWIO YaCTOThI UX BCTpe-
YaeMOCTH B TIOIYJISILIMM 1, KaK CJICICTBUE, CHIKEHUIO Ha-
IPY3KH Ha MPaKTUYECKOE 3IpaBOOXpaHEHME.
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