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BpoxxaeHHas paclyenmHa rybbl u HE6a — OfMH N3 Hanbosiee PacrpoCTPaHEHHbIX MOPOKOB Pa3BUTUS y AETEHN, UMEIOLLMX 3Ha-
YMMOE MEAMKO-COLMaIbHOE BIMSIHUE HA CaMopean3aLmio Takux naumneHToB B obLyectBe. [TpeacTaBaeHHbIN 0630p AaHHbIX
pe3ynbTaToB UCC/IEJ0BaHUI B pa3HbIX CTPaHax 1 Ha Tepputopusix Poceurickorn ®eaepaumnu (no 6azam MEDLINE n eLIBRARY.RU)
AaeT npejcraBieHne 0 COBPEMEHHOM COCTOSIHMM NPO6EMbI PacrpOCTPaHEHHOCTHU NaToa0rMmn CPEAN AETCKOro HaceleHus
Haluen cTpaHbl 1 B MUpe. M3 Bcex NpeACcTaBaEeHHbIX Pe3ybTaToB UCCAEA0BaHMI O BAUSHUM rPynn GakTopoB pUCKa Ha pas-
BUTUE BPOXKAEHHON pacllesinHbl rybbl v HEGa y AeTel, CBA3aHHbIX C Hac/leACTBEHHOCTbIO, 06Pa30M }KN3HU, OKPYIKatoLlen
cpeno, HeM3y4eHHbIM OCTaeTCs BJIMSIHME OpraHM3aumm MEeAULIMHCKOM MOMOLLM.

KnroyeBble cnoBa: BpoxaeHHas pacliennHa rybbl U HE6a, BPOX/AEeHHbIE aHOMaanu, 06pa3 KU3HU, paKTopbl pUCKa, opra-
HM3aumnsa MeANLIMHCKOM MOMOLLM

(Ana yntupoBanms: KacvmoBckas H.A., LlatoBa E.A. BpoxaeHHas pacliennHa ryébl M HEGa y AeTen: pacnpocTpa-
HeHHOCTb B Poccun 1 B mupe, rpynnbl ¢daKkTopoB pucka. Bonpockli coBpemeHHown neanatpum. 2020; 19 (2): 142-145.
doi: 10.15690/vsp.v19i2.2107)

BBEAEHUE

3pnopoBbe Aeten — aTo Byayliee rocyaapctsa, NoTeH-
unan passutusa oblectea. OfHaAKO, HECMOTPS Ha ycnexu
B YKPENIeHUU U 3aluTe 340p0BbS AeTew, BPOXKAEHHbIe
aHoManuu B CTPYKType LeTCKoW 3ab0/ieBaemMoCTH, UHBa-
IMOHOCTU U CMEPTHOCTU BCE TaKXe 3aHUMaloT NnaunpyloLime
nosvuunn [1]. Ocoboe mMecTo cpean BPOXKAEHHbIX aHOMa-
MMy AeTer 3aHMMaloT BPOXAEHHbIE MOPOKU pPas3BUTUSA
YeoCTHO-NMLLEBON 06nactu — paclenuHbl rybol u/unm
HEGa: TaKkaa MaTonorus cYUTaeTcs OLHOM M3 caMblX pac-
NPOCTPAHEHHbIX U TAXENbIX CPeAn BPOXKAEHHbIX aHOManum
N 3aHMMaeT 3—4-e MecTo B MX CTpyKType [2]. TaK, Hanpu-
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Mep, BPOMX/EHHble MOPOKWU Pa3BUTUA YETHOCTHO-NNLEBON
obnactn coctaeastoT oT 13 go 30% uucna BCeX BPOK-
JIEHHbIX aHOMaNWi W COMPOBOXJATCA aHATOMUYECKMU-
MU U OYHKLMOHANbHLIMW HapyLIEHUAMU 3y6GOYENOCTHOM
cuctembl [3-5]. CneagyeT OTMETUTb, YTO M30MPOBAHHAA
dopma aaHHOW naTtonoruu BeTpeyaetcs B 7,6—41,4% cny-
YyaeB, B TO BPEMSl KaK B COCTaBe CMMMNTOMOKOMIIEKCOB
(BMecCTe C NOPOKaMK PasBUTUS cepaua M APYrMMU BPOXK-
[€HHbIMW aHOMaNusAMKU PasBUTUS), KOTOPbIE 06YCI0BEHDI
pasnnyYHbIMKM MyTaLMSMKU, XPOMOCOMHbIMWU HapyLIEHUSIMHU
(Hanpumep, geneunen 22 XpoOMOCOMbI) pacLLenHbl Ty6bl
n/unu H€Ga onucaHbl B 21,1-61,2% [6, 7, 8].

Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation
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Congenital cleft lip and palate is one of the most common congenital anomalies in children. It has significant medical and social influence
on the self-realization of these patients in society. This review of various researches’ results from different countries and territories of the
Russian Federation (according to the MEDLINE and eLIBRARY.ru databases) provides information on prevalence rate of this pathology
among children of our country and worldwide. The role of medical care organization remains unknown among all the presented results
of the studies about the role of risk factors of congenital cleft lip and palate development (such as: inheritance, lifestyle, environment).
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BpoxaeHHble NOpPOKM pas3BUTUS YenoBeKa 006ycrioB-
NIMBAtOT HE TOSIbKO MEeAWMLMHCKKE, HO U couMalbHble Mpo-
6nembl: y NaLMeHTOB Hapsaay C BblpaKeHHbIMWU HapyLUeH!-
AMU PYHKLMIM NOParKEHHbIX OPraHoB U CUCTEM OpraHM3ma
BO3HWKAIOT CMOXHOCTM C ajanTtaumen B obuwectBe. OHU
CTajlknBaloTCa B JdafbHEWWeEM € Npo6iemMon MNony4yeHus
npodeccuun n TpygoyctponcTtea (35,2% naumeHToB yKasbl-
BalOT Ha TO, YTO C BPOXAEHHOM pacllennHomn rybol n HEGa
TPYAOYCTPOUTBLCS NMPaKTUYECKM HEBO3MOKHO), 4TO onpeje-
naeT MeAMKO-COLManbHY0 3HAaYMMOCTb NPOGAEMbI U aKTy-
aNbHOCTb NPOBEAEHNS UCCNELOBAHUN B 3TOM HanpaBieHuun
[8, 9]. Kpome TOro, MHOrne naumeHTbl C BPOXKAEHHbIM NOPO-
KOM pPa3BUTUSA YENOCTHO-TNLEBOM 061acTn UMEIT rpynny
WHBANMAHOCTU, OBYCMOBMAEHHYIO TPYAHOCTAMM BOCCTaHOB-
NIEHUS HAPYLWEHHbIX }KU3HEHHO BarKHbIX QYHKLUMIA — nuTa-
HWS, AblXaHWUS, peyn. A yiuTbiBasi, YTO Ha A0SO BPOXKAEHHON
paclwenuHbl ryébl U HEGa npuxoautcs 18% Bcex cnyva-
€B BPOXAEHHbIX aHOManuin, npobsemMbl aHaTOMUYECKOM
PEKOHCTPYKLNMK BEPXHEN TYyObl, HOCA U BEPXHEN YEentoCTH
B AETCKOM BO3pacTe MpMBOAAT K MHBANMAHOCTU KaXKAOro
naToro peb6eHka [10-12].

BcemupHas opraHu3dauua 34paBoOXpaHeHus onpeje-
naeT pelweHne npobnembl MHBANMAHOCTM MpPU BPOXKAEH-
HOW pacuienvHe rybbl U HEGA KaK CcTpaTernyeckyto 3agadqy:
B NEpBYIO o4epesb, 3T0 pa3paboTKa CUCTEMbI OLEHKM Kaye-
cTBa KOMMNEKCHONW MeAMKO-NCUX0N0oro-negarormnyeckon
M couuManbHOM peabunuTaumMy NauMeHToB B MEAMULMHCKMX
opraHmsaumax [13].

PACNPOCTPAHEHHOCTb BPOXXAEHHOM

PACLUE/IUHbI I'YEbl U HEBA Y JETEH

B POCCHUM U B MUPE

BporkaeHHas pacuwenvHa ryébl U HEGa y HOBOPOXKAEH-
HbIX — aKTyaNbHas npobnema AN CMCTEM 34PaBOOXPAHEHMS
BCEro Mupa, No3ToMy MpeacTtaBiseT cob0n NPUOPUTETHYIO
3ajadvy no peanu3auuu KOMMIEKCHON peabuanTaunmn Takmx
nauMeHToB. BcemupHas opraHusauusa 34paBoOXpaHeHus
OTMeyYyaeT BbICOKMW YPOBEHb YacTOTbl POXAEHWUSA AeTen
C BPOXAEHHOW pacluennHon rybbl 1 HEGa B Mupe — 0,6—
1,6 cny4aeB Ha 1000 »XuBopoxaeHHbIX. B Poccun nokasa-
Tenb 3aboneBaemMocTu konebnetcs ot 3,5 go 5 Twic. [14, 15],
B Benuko6putaHmum — po 1200 cnyvaeB B rog [16, 17];
B bpasunuMm pacnpocTpaHeHHOCTb MaTonorMu coctaBaset
1 cnyyan Ha Kaxable 673, a B CoeanHeHHbIX LTatax —
1 Ha 500-700 KMBOPOXKAEHHbIX; B UTanun n UpaHe 65%
Bcex gedopmMalmMi YentCTHO-NTMLEBOM 061aCTHU NPUXOAMTCS
Ha BPOXAEHHYIO paclienuHy rybbl n HEGa. Mpuyem pasnu-
4Yns B pacnpocTpaHEeHHOCTM NaToaorMM MoryT HabnaaTbes
[Jake B OAHOMN CTpaHe B 3aBMCMMOCTU OT TEPPUTOPUMU: TaK,
B CLWA, B wraTe Hblo-MopK, 3TOT nokasaTenb coctasnser
0,78, Ha laBanax — po 1,82, B Anabame — o 1,94, Hbio-
Mexnko — o 2,5 Ha 1000 KMBOPOXKAEHHbIX; B [epMaHnn —
1:1200 B MioHcTepe n 1:1000 B Jlemnuure. o gaHHbIM
3apybexHbIX UccnegoBaTenen, BCTPEYaeMOCTb BPOXKAEH-
HOW aHomanun Bo ®PpaHuwmu, B Mapuke, gocturaet 1:942,
B BeHrpun — B cpegHem 1:7000, B Yexocnosakmnn — 1:750,
B Monbuwe, B Jlog3sun,— 1:502 [18]. Mo gaHHbIM perucrpa
EUROCAT, B EBpone B nepuoa ¢ 2011 no 2017 r. pacnpo-
CTPaHEHHOCTb POXKAEHMA AeTen C paclieIMHON rybbl c¢/6e3
pacuiennHbl HEGa coctaBuna 7,83, ¢ pacluennHon HEba —
5,64 Ha 10000 xnBoporkaeHun [19].

Mpo6nemon BPOXKAEHHbLIX MOPOKOB Pa3BUTUSA YENOCT-
HO-NMMUEBOM 06/1acTM 3aHUMAlOTCA TaKXKe uccregoBaTtenu
13 ctpaH CHI. Tak, ydyeHble Pecnybnuku benapycb npeacra-
BWIM JaHHble HALMOHaNbHOIro reHeTUYECKOro MOHUTOPUHIa
3a nocneaHune 10 ner, rae BbIIBAEH POCT YaCcTOTbl POXAEHMS
JleTert ¢ pacliennHon rybol U HEGA CO cpeaHWM TEMMOM

0,025 cnyyaeB Ha 1000 »KMBOPOXKAEHHbLIX B rod. Ha oCHo-
BaHWM pe3ynbTaToB MCCNEeAOBaHUS OTMEYEHbl chegytouime
TeHaeHunn: B benapycu Kaxable 10 neT cnegyet oxuaatb
yBENMYEHME YaCcTOTbl BCTPEHAEMOCTH BPOXKAEHHON paclienu-
Hbl T'y6bl U HEGa B cpeaHem Ha 0,25 cnyyaes Ha 1000 xuBo-
poXaeHHbIXx [20].

AHanu3 npob6semMbl 4acTOTbl POXAEHUS OETeM C aHo-
MalnaMKU YentoCTHO-TMLEBOM 061acTU OBHapPYXUN TaKKe,
410, Hanpumep, B Poccuiickon dengepaumm pervoHanbHble
noKasaTenn 4acToTbl BPOXAEHHOW aHOMasuu KonebnoTcs
ot 1:630 go 1:1280, a B HEKOTOpPbIX pernoHax Pecnybamku
Y36ekuctaH — o7 1:745 po 1:510 [21]. B Pecny6bnuke
TaTapcTtaH cpegHui ypoBeHb pacnpoCTPaHEHHOCTU BPOXAEH-
HOW pacLennHbl ryobl U HEGa cocTaBua 22 Ha 1000 xuBo-
poxaeHun [22], B HyBalickon Pecnybnunke — 1:741 8 2012 T.
[17]; B YamypTcKon Pecnybnuke yactoTa BPOXKAEHHOW pac-
LWenunHbl ryébl U/Mnn HEGa cpear HOBOPOMKAEHHbIX COCTa-
Buna 1,5 Ha 1000 KMBOPOXKAEHHbIX U PacnpoCTPaHEHHOCTb
3y60YENIOCTHBIX aHOMaaun y AeTen C BPOXKAEHHOW pac-
LennHon rybel M HEGa Oblna AocToBepHO Bbille — 71,3%
(B rpynne cpaBHeHnsa 36,6%, p < 0,01) [23, 24]. Kyb6aHcKas
MeXperMoHanbHas MeAMKO-TeHeTUYecKass KOHcynbTaums
npeacraBuna fdaHHble KpacHogapcKoro Kpasi, B KOTOPbIX
yacToTa POoXAEeHUs AeTer C paclenrMHomn rybbl U/ unn HEGa
coctaBuna 1,01 Ha 1000 KMBOPOXKAEHHbIX, MPKU 3TOM ObINO
BbISIBJIEHO TEHAEPHOE pasfiMiune: y Manb4yMKOB MpUMeEp-
HO B 2 pasa npeobnagaeTr pacliennHa rybbl, paclienu-
Ha HEGa 4Yalle BCTpeYaeTcs Y AEBOYEK; TaKkKe MPUMEPHO
B 2 pa3a vallle HabnoaaTcs NEBOCTOPOHHME pacLLeinHbI
[7, 25]. B Kbiprbl3cTaHe poOXOaemMOCTb TaKuUX AEeTen 0co-
6eHHO BbicoKa B HOXHOM pernoHe, B OwcKon obnactm, —
0,52 Ha 1000 »KnBOpPOXKAEHHbIX [26].

®AKTOPbI PUCKA BPOXXAEHHOM PACLLE/IUHbI

rysbl U HEBA

Mo AaHHbIM pasHbiX UccnegoBaHUi, GaKTopbl pUCKa
pPa3BUTKSA NATONOMMK BPOXKAEHHON pacLlennHbl rybbl n HEGa
MMEIT 3HaYnUTeNbHY0 BapnabenbHOCTb. BoigenstoT 4 rpyn-
nbl GaKTOPOB pUCKa: reHeTu4eckne GaKTopbl, OKpyKatoLlas
cpena, o6pa3s KW3HW, OpraHu3aums MeauLMHCKOM NoMOoLLM
[27]. Mpn aTOM U3yYeHMto GaKTOPOB PUCKa MOCBSLEHbI MHO-
rOYMCNEHHbIE UCCNEA0BaHMS, KOTOpbIe AatoT CBOW Knaccudu-
Kaumn. Hanpumep, BbIAENSIOT 9K30reHHble GaKTopbl pUcKa
(Hebnaronosy4yHble MaTepuanbHble, colmalnbHble, 6bITOBbIE
YyCNOBMS); MeAUKO-6Mosiornyeckme daKkTtopbl (aHTPOMOreH-
HOe BO3JencTBue cpefdbl 06UTaHUSA, NpPoPeccUoHabHble
BPEAHOCTU Yy poauTenen, KceHobuanbHasa Harpyska); meau-
KO-OpraHmn3daumnoHHble ¢aKtopbl. K aHAOreHHbIM daKTopam
OTHOCHIT BpeAHble MPMBbLIYKKU, HapyLLEeHWe PenpoayKTUBHOM
PYHKUNK, BeHepuyeckne 3aboneBaHUusl, pes3yc-KOHOINKT,
reHeTMyeckme @aKktopbl, coMatMyeckme U MHPEKLMOHHbIE
6one3Hn y poautenen pebeHka. HekoTopble poccUMCKUe
nccnepoBaTenu Takke oTMevatoT BO3AeNCTBME MecTa MNpo-
UBAHUS Ha YBENMYEHWE YUCNa POXKAEHWUS OeTen C BPOXK-
[IEHHON pacLLenrMHOn rybbl U HEGA: B YAaCTHOCTU, B CEMbSIX,
NPOXMBAKLWMX B MPOMbILWIEHHO-PA3BUTbIX parnoHax Poccun,
3a nocnegHuve 15 net oTMeyYaeTcs POCT YacToTbl POXKAEHMUS
[eTen ¢ gaHHou natonoruen [28, 29]. UHTepecHbl pesysib-
TaTbl MUccnefoBaHWs, MPOBEAEHHOro B KpacHoAapcKom
Kpae, no rpynne ¢aKTopoB pUCKa OKpyXatlowen cpeabl.
O6Hapy»KeHO, 4YTO cCpefHsa 4YacToTa CcllydaeB BPOXKAEHHOM
pacuiennHbl ryébl U HEGa CTAaTUCTUYECKM AOCTOBEPHO CBS-
3aHa C POCTOM CTEMEHM 3KOMOMMYECKOro Hebnarononyyuns
TEpPPUTOPUM — YPOBHEM 3arpsi3HeHns atMochepHOro BO3-
[yxa, CTOYHbIX BOA M MOYB: CPEAHAs 4acToTa BPOXKAEHHbIX
aHoManui pa3BuUTUS B Takux ycnoBusx Ha 20% npeBbilaet
ypoBeHb 3a60/1eBaeMOCTN B HaMMeHee 3arpsa3HeHHbIX pan-
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OHax [7]. MHOroy1cneHHble MccnegoBaHuMs NOATBEPXKAAOT
3HAYUMOCTb FPYNMbl FEHETUYECKUX PAKTOPOB PUCKA, TaKMX,
HanpuMmep, Kak Hanuyme BPOXKAEHHbIX MOPOKOB Pa3BUTUSA
Yy POLACTBEHHMKOB, BO3pacT poauTeNnen K MOMEHTY 3a4aTus,
NOpsiAKOBbIN HOMep 6epeMEeHHOCTU, POAOB, KONIMYECTBO
[eTen B cemMbe, Ce30H 3a4vatusa [21, 28], n rpynnbl «06pas
YU3HU», @ UMEHHO NpodeCCUOHaNbHbIE BPEAHOCTHU (Hamnpu-
Mep, paboTa B KOHTaKTe C AeTepreHTaMu M nectuumaamu,
KOHT@KT C XMMWKaTaMu), BpeaHble MPUBbLIYKKM pPOAUTENEWN
(anKoronmam, KypeHue, HapKOMaHWs, MPUEM HEKOTOPbIX
fleKapcTB, Hanpumep MPOTUMBOCYAOPOXKHbIX MpenapaToB
MW HapKOTMKOB), M3OGLITOK MAM HEOOCTaTOK BUTaMWHa A
1 GOIMEBON KMCNOTbI (KaK B COCTaBE My/IlTUBUTAMUHOB, TaK
n B auete) [16, 28].

0630p nccnegoBaHui, NnpoBeaeHHbIX B KOxXHOM AdpuKe,
NPOAEMOHCTPUPOBAN BKNaA B POXAEHWe AeTen C MOopoKa-
MW pPa3BUTUS YENOCTHO-TULEBON 06/acTh, KpoMme rpynnbl
reHeTMyecknx GaKTopoB, TaKKe (GaKToOpOB pUCKa rpynnbl
«0Bpas KU3HU» — KypeHne Mmatepu, NoTpebreHne ankorons
MaTtepblo, Aeduunt donrveBon Kucnotbl [29]. Kak oTeve-
CTBEHHbIE, TaK W 3apy6exHble uccnefoBaTenn OTBOASAT rpyn-
ne ¢aKTopoB pUCKa «0bOpa3 KWU3HW» Bedyllylo pofb: TaK,
pesynbTataMu uccnefoBaHnsa MUYMraHCKOro yHMBepcuTteTa
NOATBEPKAEHO, HTO KypsLLMe BO Bpems 6epeMEHHOCTH KeEH-
WKHbI Ha 50—70% Yalle, 4eM HeKypsLwmre, poxKatoT pebeHKa
C BPOX/EHHOM pacLlenMHon rybbl n HEGa [7].

MccnegoBaHnin no rpynne ¢GaKTopoB puUCKa «OpraHu3a-
LUMS MEAMLMHCKOWM MOMOLLM» MPU OKa3aHUM MeAULMHCKOM
NMOMOLLM [ETAM C BPOXAEHHOW pacllenvMHon rybbl U HEGa
M MUX CEMbSAM MPAKTUYECKU He BCTpeyaeTcs. B eanHMYHbIX
uccneaoBaHusx obpallaetcs BHUMaHWE Ha HecoBepLUEH-
HYIO OpraHuM3aunio oKasaHus MeAUUMHCKON MOMOLLM TaKUM
nauneHTaMm. Hanpumep, B UccnegoBaHUsaX oTMeYaeTcs, YTo
OTCYTCTBME €[MHOWM CUCTEMbI PEerucTpaumu, HegocTatovHas
MHGOPMUPOBAHHOCTb Bpayen n poautenen obycnoBnmsatoT
HECBOEBPEMEHHOE OKa3aHue cneuuanmM3anpoBaHHOM NOMO-
M AETAM C BPOXAEHHOW pacluennHon rybbl u HEGa [17].
Mpo6nema KOMMIEKCHOrO NoAxoAa K OpraHmM3auuu crneuu-
anM3MpoBaHHOW MEeAULIMHCKOM NOMOLWM M peabunutauuu
[leTel ¢ BPOX/AEHHOW pacLLennMHomn rybbl U HEGa NpoaosIKaeT
ocTaBaTbCsl HEAOCTATOYHO pa3paboTaHHOM [22].
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3AKJ/IIOMEHUE

BpoxaeHHble MOPOKM pa3BUTUS YENOCTHO-TULLEBOM
06/1aCTM UMEIOT BbICOKWMIA YPOBEHb PacnpoCTpaHEeHHOCTH
y AeTen, 3aHMMmaloT 3HayMMble MecTa B CTPYKType 3abo-
IeBAEMOCTU M CMEPTHOCTW; B3POC/ble MaLMEHTbl C TaKon
naTosiorMen 4acto UMELOT CII0XKHOCTH C Noy4yeHnem npodec-
CUW 1 TPYAOYCTPOWCTBOM, 4YTO O6GOCHOBbLIBAET MEAMKO-COLIU-
anbHYl0 3HAYUMOCTb MPOBGAEMbI HE TONbKO B PoCCUMMCKON
depepaumm, HO M Ans 30paBOOXPaHEHMS APYrMX CTPaH MUpa.
MHOro4YncneHHbIe UCCNefoBaHUSA M3ydatoT BAUSHUE baKTo-
POB pPUCKa MO rpynnam «reHeTu4yeckrue haKTopbl», «OKpyrKa-
oL@ cpefa» U «obpas KM3HW», HO MPAKTUYECKU HE U3ydeHa
rpynna ¢GaKTopoB «OpraHuM3aums MeamuUMHCKOM MOMOLLU»
W BIMSIHWE 3TOM FPYMMbl HA BEPOATHOCTb POXAEHUSA pebeHKa
C TaKoW aHoManuen. ATo onpeaensieT 3Ha4MMOCTb MCCneao-
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