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BBepeHume. JlvLeBble pacLieniviHbl OTHOCATCA K OOHMM M3 YACTbIX U TAXeSbIX BPOXKAEHHbIX MOPOKOB pa3suTuaA. B cuny rpybbix
aHaTOMMYECKMX HapyLleHWI Y aeTel ¢ paclenvHamu rybbl u Heba moryT HabnioaaTbCA cepbe3Hble HapyLIeHVA MUTaHUA, peun, Calyxa,
a TaKkXKe NCUXmMYeckre 1 couymanbHble HapyLieHnaA. [InA n3yyeHna NpuUYnH JaHHbIX MOPOKOB, a Takke pa3paboTKu NpodunakTnyeckmx
Mep HEOOXOAMMO 3HAHME UX SNNLEMUONOTMYECKMX XapPaKTEPUCTIK, YTO 1 ABNAETCA LieNbIo HaCTOALLEero UCCnefoBaHuA.

MeTopapl. Vicnonb3oBaHbl fJaHHbIe MO paciuenHam rybol n Heba n3 24 pernoHos PO, npoBoAALLYMX MOHUTOPUHT BPOXAEHHbIX MOPOKOB
pa3BuTUA. BKnoueHbl Bce cnyyan N1ueBbIX pacLlesivii Cpean HOBOPOXKAeHHbIX 3a 2020-2022 rofbl, obLyee YMCNo KOTOPbIX COCTaBUIO
473 cnyyan pacwenvH Heba (PH) n 980 cnyuaes paciienuH rybol/Heba (PTH). Obuwee uncno poxpeHnii coctasuno 1136551, YactoTbl
paccuntbiBanncb Ha 10000 poxxaeHun.

Pesynbratbl. [10 pe3ynbratam nccnefoBaHna CyMMapHasa OLeHKa 4acToT Mo BCeM permoHam 3a Tpu roga coctasuna: PH - 4,16, PTH -
8,62 Ha 10000 poxxaeHuiA. BbiABNeHbl MeXXpermoHanbHble pa3nnumna oueHok yactot PH v PIH. 3a neproa 2020-2022 rr. B pernoHax PO
yactota PH konebnetca ot 1,70 go 11,09, vactota PIH - o1 3,08 po 15,97. CooTHoLwweHme nonos npu PH coctasuno 0,85M:12K, npu PIH —
1,69M:1, T.e. npn PH vawie nopaxkatotca aesoykn, npy PTH — manbunku. bonbLuyto yactb ciyyaeB nuueBbIX pacllenivii COCTaBAT
N301MPOBaHHblE GOPMbI. B TeueHre BpeMeHN N3MEHEHNSA YacTOTbl MOPOKOB He HabntogaeTca.

3akntoueHume. Jlnuesble pacLlennHbl XapakTepusyoTCA BbICOKON YacTOTON € reorpapuryecknMm 1 MeXpervoHanbHbIMMU Pa3nnyunamu,
3HaHMe KOTOPbIX BaXKHO N1 Hay4YHO-000CHOBAHHOW pa3paboTKy NPoPrnaKTMUeCKMX MeponpuATrl, a Takke 060CHOBaHNA 06bemoB
OVMArHOCTUYECKOI 1 NeYebHOM MOMOLLM NALMEeHTaM C AaHHbIMU NMOPOKaMW.
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Introduction. Facial clefts are one of the most common and severe congenital malformations. Due to gross anatomical disorders, children
with cleft lip and palate may experience serious disturbances in nutrition, speech, hearing, as well as mental and social disorders. To
study the causes of these defects, as well as to develop preventive measures, it is necessary to know their epidemiological characteristics,
which is the purpose of this study.

Methods. The analysis used data on cleft lip and palate from 24 regions of the Russian Federation that monitor congenital malformations.
All cases of facial clefts among newborns from 2020-2022 were included. The total number of cases of malformations was 473 cases
of cleft palate (CP) and 980 cases of cleft lip/palate (CLP). The total number of births was 1,136,551. Frequencies were calculated per
10,000 births.

Results. According to the results of the study, the total estimate of frequencies for all regions for three years was for CP — 4.16, for CLP
- 8.62 per 10,000 births. Interregional differences in estimates of the frequencies of CP and CLP were revealed. For the period 2020-
2022 in the regions of the Russian Federation, the frequency of CP ranges from 1.70 to 11.09, the frequency of CLP - from 3.08 to 15.97.
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The sex ratio for CP was 0.85M:1F, for CLP — 1.69M:1F, i.e. for CP girls are more often affected; for CLP boys are more often affected.
Most cases of facial clefts are isolated forms. No changes in the frequency of defects are observed over time.

Conclusion. Facial clefts are characterized by a high frequency with geographic and interregional differences, knowledge of which
is important for the scientifically based development of preventive measures, as well as justification of the scope of diagnostic and

therapeutic care for patients with these defects.
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BeBepeHne

HIIeBbIe WJIK opodaliaibHbIe pacIieIMHbI OTHO-

CATCSI K OMHUM M3 HamboJjiee YacThIX M T'PYOBIX

BPOXKIEHHBIX aHOMAJINIA pa3BuTHs. JINIeBBIEe pac-
LIETMHBI BKJIIOYAIOT ABa TUIIA IIOPOKa: pacIleTuHy Ty0obl/
Heba (PTH) u pacmienuny He6a (PH). PI'H Bo3HuKaeT B
pe3yJIbTaTe HapyIIeHUs CJIUSTHUS JOOHO-HOCOBBIX U BEpX-
HEUEJIIOCTHBIX OTPOCTKOB, YTO MPUBOAUT K He3apallieHUIO
YEJIIOCTHO-JTULEBBIX CTPYKTYP, BKITIOYAIOIIEMY TOJBKO Iy-
Oy, J1n0O IyOy U aJibBEOJISIPHBIM OTPOCTOK (HETOIHAs pac-
1IeJMHa), 1100 3aTparuBaroleMy ryoy, albBeOJIIPHBIN OT-
pocToK U Hebo (ckBo3Has pacuienuHa). PH npeacraps-
eT co00il HapyluleHUue cpalleHus] HeOHBIX TJIaCTUHOK
BEPXHEUETIOCTHBIX OTPOCTKOB, UTO IPUBOIUT K PaCILEIIN-
He TBepIOT0 W/WJIN MSITKOTO Heba IMpY MHTAKTHOM ryoe.

JInneBble pacIIeTMHBI MOTYT OBITh OHO- W IBYCTO-
POHHUMMU, TTOJHBIMU U HenloAHbIMU. PTH MoryT Bo3Hu-
KaTb M30JIMPOBAHHO (HECUHAPOMAaIbHbIE (DOPMBI) WA
B Pa3IMYHBIX COUETAHUSIX C IPYTUMU BPOKICHHBIMU TT0-
pOKaMU pa3BUTHSI, B YaCTHOCTH BPOKIEHHBIMU IIOPOKAMU
cepaa. OHU TaKXKe SIBJISTIOTCS] aCCOUMMPOBAHHBIMU MTPHU-
3Hakamu 6osiee ueMm 300 u3BECTHBIX CUHAPOMOB (CUHIPO-
MaJIbHbIe (hOPMBI).

DTU MOPOKH TIPUBOIIT K CEPhe3HBIM MEIUIIMHCKIM
npobjieMaM, TaKMM KaK HapylleHWe COCaHUs U TIoTa-
HUSI, HEPEIKO COIPOBOXKIAIOTCS OOIIIeH 3a1epKKOii pa3-
BUTHS. Y MAlIMEHTOB C JIUIEBBIMA paclieIMTHAMU pa3By-
BalOTCS HETIPaBUJIBHBIN MPUKYC, Te(OopMalNsI JINIIEBOTO
cKeJsera, po0JIeMbI C peYblo, CEpbe3HbIE IICUXOJIOTYe-
ckue npooseMbl. [TpakTHUUecKr BO BCeX caydasix He00X0-
IMa XUpyprudecKkast KOppeKIs BPOXKICHHOTO nedeKTa
IUI1 NOCTUKEHUS] (PYHKIIMOHAJIBbHOW HOPMBI U TTOJIOXKU -
TeJILHOTO 3cTeThUecKoro agdexTa. st teyeHus rnayeH-
TOB TPeOYETCST MYITbTUANCUIMITIMHAPHBINA MMOIXO, BKITIO-
YaoIIUil CKOOPIMHUPOBAHHYIO ITOMOIIb CTIEIIMAINCTOB
Pa3JIMYHBIX HATIPaBJICHUI, BKITIOYAsl YETFOCTHO-JIMIIEBYIO

XUPYPIUi0, OTOPUHOJAPUHTOJIOTUIO, OPTONOHTHIO, MPO-
Te3UpOBaHUE, MATOJOTUIO PEUU, a TAKXKe KOHCYIbTAIINIO
TeHeTHKAa U IMPU HEOOXONMMOCTHY MPOBEICHNE TeHeTUYe-
CKMX UCCJIEIOBAHU.

J10 HacTOSIIIErO BpeMEHU 3TUOJIOTHS IUIIEBBIX pacliie-
JIMH OCTaeTcsl 0 KOHIIA HesICHOM. J1JIsi HeCMHAPOMAIbHBIX
¢dopMm npearnonaraercss MyabTUdaKTOpUaabHas 3THOJIO-
TUs TOPOKa ¢ yJyacTheM KaK FTeHeTUUeCKMX, TaK U CPeo-
BbIX (hakTOpoB. M3BeCTHHI (hOPMBI pacCIlieIMH reHeTuYe-
CKOIi 3THONIOTUM (MOHOTEHHBIE (DOPMBI), a TAKXKE TEpaTO-
reHHbIe (haKTOPHI, BBI3bIBAIOIIME Pa3BUTHE paciueavH [1].

O4eBUAHO, YTO MJISI U3YYECHUS TMPUUYUH JUIIEBBIX
paciie/JMH BaXXHO 3HAHUE BMUAESMUOJOTUUCCKUX Xa-
pPaKTEepUCTUK MOPOKOB. YacTo B HAyYHOU JMTEepaType
MOJIb3YIOTCSI YCPENHEHHBIMU OLIEHKAMM YacTOT MOPO-
koB. Tak, cuuraercs, uro obmas yacrota PI'H cocraB-
et npuMepHo 1 Ha 600—800 xxuBopoxaeHuit (1,42 Ha
1000), a uzonuposanHast PH BcTpeuaeTcst mpumepHO
y 1 Ha 2000 xuBopoxnenuii [2]. [Ipu 3ToM oTMEUalOT-
CsI IIIMPOKME BapHallMy YaCTOThI B 3aBUCUMOCTH OT I'e0-
rpaduyecKux permoHOB, STHUYECKOMN MPUHAIIEXKHOCTU
M XapakTepa camoi paciiearnHbl. CyliecTByeT onpesie-
JICHHBIM pacoOBBIM I'palMEeHT YaCTOTHI A1 3TOrO MOPO-
ka. Tak, yacToTa OKa3bIBaeTCsI CaMOM BBICOKOI cpean
aszuaroB (0,82—4,04 na 1000 XuBOpOXIEHUI1), TpOoMe-
KyTo4yHOl y eBponieouaoB (0,9—2,69 na 1000 xxuBo-
poxkIeHuii) u Hu3koi y adppukaniies (0,18—1,67 na 1000
XKUBOpoxaeHuit) [2]. Takum o6pa3om, udydyeHue moiy-
JISILIMOHHBIX XapaKTePUCTUK MOPOKOB SIBJISETCS COBpe-
MEHHOW U aKTyaJbHOM 3alayeid.

YyuTeiBasi UMEIOLIKMECS pa3IUUMs B paCIIpOCTpaHEH-
HOCTH JIMIIEBBIX PacCIleIMH, BaKHO 3HaHWE PEervoHajb-
HBIX MOMYJISIIMOHHBIX XapaKTePUCTUK 3TUX TIOPOKOB, YTO
HeoOX0AMMO ISl pacyeTa MOTPeOHOCTU B 00beMe MeIU-
LIMHCKOI TOMOIIIH, ()MHAHCOBBIX 3aTPaT Ha JICUCHUE U pe-
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a0WIUTALIMIO TAKUX MAllMEHTOB, PACUETOB PHCKa C YYETOM
pPErMOHaJIbHBIX 0COOCHHOCTEM, €CJIM TAKOBBIE MMEIOTCS.

OCHOBHBIMU MCTOYHUKAMU OIICHOK ITOIYJISIIIMOHHBIX
YacTOT MMOPOKOB, B TOM YHMCJIe U OpodallMaJbHbIX paclie-
JIVH, SIBJISIIOTCSI PETMCTPhI BPOXKIEHHBIX TTOPOKOB Pa3BH-
tust (BITP), HanmpuMmep, oObeaMHEHHBIE 0a3bl, TAKUE KakK
EUROCAT, B KoTOpbI€ MOCTYNAIOT CBEAEHUS U3 PETUCTPOB
eBporteiickux ctpaH. B P® nmpoBoautcst Monutopunr BITP,
B XOZIe KOTOPOTO BElETCs yYeT BceX HOBBIX ciydaeB BITP
1 (OpMUPYIOTCS peruoHalibHble 0a3bl faHHbIX BITP, mo-
3BOJISIIOLIME OLICHUBATh YaCTOTY IMIOPOKOB U UX TUHAMUKY.
CBejieHUsT M3 PETMOHOB ITOCTYIIAIOT B OT/IE] MH(POPMaIMOH-
HBIX TEXHOJIOTUI 1 MOHUTOpUHTa HayuyHo-uccienoBaresib-
CKOT'0 KJIMHUYECKOrO MHCTUTYTA ITEAUATPUU U IETCKOM XM~
pypruu umeHu akagemuka FO.E. Benbruinesa.

YuuThIBasi CKa3aHHOE, 1IeJIbI0 HACTOSIIIE pPabOTHI SIB-
JISIETCSI TIpeACTaBICHUE TaHHBIX IO OLIEHKAM TIOITYJISIIIUOH-
HBIX YACTOT JIMLEBbIX PACILEIMH Ha OCHOBE MOHUTOPHHTA
BPOXIEHHBIX TTOPOKOB Pa3BUTHSI B perroHax PdD.

MeToabi

B ananu3 BkJouyeHbl JaHHble MOHUTOpuUHTa BIIP
24 peruonoB P®: r. Cankr-IleTepOypr, pecnyoauku
Kanmeikust, Caxa (Axyrtus), CeBepHass OceTusi-ATaHUS
(PCO-A), YamypTus, XanTel- MaHCUICKIIT aBTOHOMHBII
okpyr (XMAO) (TromeHckas obiacts), KpacHosIpcKuin
Kpaii, ActpaxaHckasi, benropoackasi, bpsitHckasi, Bnanu-
mupckasi, UBanosckasi, Kanyxckasti, Kypckas, JIuneir-
Kast, MockoBckasi, HoBropoackasi, Omckas, Ps3anckas,
Cawmapckag, CapatoBckasi, CBepmiioBckast, TaMmOoBcKas,
Tynbckast obnacTu.

[IpoBeneH aHaIM3 JaHHBIX 10 IBYM TPYIIIIaM IIOPOKOB:
PH un PI'H 32 2020-2022 roasl. B rpymnimy PH Bxonunu ciy-
yau mopoka ¢ Kogamu rpyrmsl Q35 (Q35.0, Q35.1 — pac-
mearHa TBepaoro Heba, Q35.2, Q35.3 — pacmienmHa MsIT-
Koro HebOa, Q35.4, Q35.5 — paciueanHa TBEPIOTrO U MITKO-
ro Heba, Q35.8, Q35.9 - pacuienmHa HeOa HEYTOYHEHHAST)
3a uckioueHueMm Q35.7 (pacienuna si3plyka). B rpym-
ny PI'H Bxomunu ciiydyau mopoka 1o KogamMu I'pYIIbl
Q36 (Q36.0 — paciuenuHa ryobl ABycTOpoHHsIsT, Q36.1 —
cpenunHas 1 Q36.9 - pacienrHa ryobl OJHOCTOPOHHSIS)
u Q37 (Q37.0-Q37.5 — omHO- 1 IBYCTOPOHHME PACIIEII-
HBI TBEPAOTO, MATKOTO Heba 1 Tyosl, Q37.8 1 Q37.9 — pac-
IIeJTMHBI HeOa 1 TYOBl HEYTOYHEHHEIE).

Bcero 3a 3ToT mepuon BpeMeH! B aHAIM3UPYEMbBIX pe-
ruoHax B nmporpamme MoHutopuHra BIIP Gbui10 3aperu-
crpupoBaHo 473 ciaydast PH u 980 cayqaes PI'H. O6mee
qyuciio poxaeHuit cocrasuiao 1136551, Yacrora mopokos
paccunthiBasiach Ha 10000 poxkaeHMIA.

Medical genetics 2024.Vol. 23. Issue 4

PesynbraTtbl

[Tony4yeHHbIE YaCTOTHI JIMLIEBBIX PACILEINH B 24 peruo-
Hax P® npencrasneHbl B 1a0u. 1. V3 ory4eHHBIX TaHHBIX
BUJIHO, YTO HAOJIIOMAIOTCST MEXPETMOHAIbHBIC KOJIeOaH s
oueHok yactotT PH u PT'H. 3a nepuon 2020-2022 B perno-
Hax P® yactora PH xonebaercs ot 1,70 mo 11,09, gactora
PI'H — ot 3,08 no 15,97. Camas Beicokas yactotra PH ot1-
mevaeTcs B Pecriyonuke Caxa (AAKyTust), camast HU3Kast —
B Kanyxckoii oonactu. ns PITH makcumanibHas olieHKa
4yacTOThl TakKe BhIsiBIeHa B Pecryonuke Caxa (AAkyTus),
a MuHuMaibHasg — B XMAQO. CymMapHas olieHKa 4acToT
1O BCEM perrMoHaM 3a Tpu roga coctaBwiia mist PH — 4,16,
st PTH — 8,62 Ha 10000 poxkaeHwMiA.

Habnonaercst He60IbII0€ OTKIIOHEHWE B COOTHOILIE-
HUM TI0JIOB cpeu MmopaxkeHHbIX. COOTHOIIEHKE TOJIOB IPU
PH pasno 0,85M:12K, mpu PTH — 1,69M:12XK, T.e. pu
PH yvaie nopaxatorcs aeBouku, npu PI’H — manpuuku.

ITo HamMM naHHBIM OOJIbIIAS YAaCTh CJIydyaeB JIULIe-
BBIX paclIe/IMH MpeACcTaBIeHa N30JMPOBAaHHBIMU CIyda-
amu. Tak, npu PH nzonupoBaHHbIe ciydyad COCTaBUIU
79%, coueTaHHble ¢ Apyrumu nopokamu — 21%; npu PI'H
M30JIMPOBaHHbIE CIy4au cocTaBUIN 75%, COOTBETCTBEH-
Ho MBIIP — 25%.

151 aHaM3a AMHAMUKUY JIMIEBBIX PACIIEIUH TIpeI-
CTaBJIeHbl CyMMapHbIe JaHHbIe 0 24 pernoHam 3a 12-71eT-
Huit nepuon ¢ 2011 mo 2022 roabi (Tadi. 2, pUCYHOK).

Kaxk BumHO U3 NpeacTaBIeHHBIX JaHHBIX, 32 BpeMsT Ha-
omonenust yactotsl PH u PT'H ocratorcs 6e3 cratuctuye-
CKU 3HAaYMMBbIX U3BMEHEHUIA.

O6cyxpaeHne

B xone paboThl ObLIM MpOaHATM3UPOBAHbI JaHHBIE
110 YacTOTaM JIMLIEBBIX paciueJuH B 24 peruoHax P®D
3a 2020-2022 rr. B atoT nepuoa cymmapHas yactotra PH
cocraBuia 4,16, vactora PTH — 8,62 na 10000. ITo maH-
HBIM paHee MPOBEJICHHOTO MUAEMUOIOTNYECKOTO aHAIK -
3a3a2011-2018 rr. yactora PH B pernonax P® cocrassi-
na 4,60 (4,38-4,83); PI'H — 8,58 (8,28-8,89) [3]. CpaBHe-
HME JTaHHBIX YKa3bIBaeT Ha TO, YTO B AMHAMMKE YACTOThI
JIMLIEBBIX PACILEIMH OCTAIOTCsI CTAOMIIBHBIMM.

J1J1st cpaBHEHMSI TTOJIyYEHHbBIX TaHHBIX IPUBOIUM PE-
3yJIbTaThl HAaMOOJIee KPYITHBIX 3apYOeXKHBIX UCCIICI0BAHMUIA.
B CILA B 2003 r. 6bu1a co3naHa MexxayHapoaHasi mepu-
HaTaJibHasi 6a3a JaHHbBIX TUIIMYHBIX OpOaliMaJIbHbIX pac-
meauH (IPDTOC), cotpynHuyaloiast 1 0OMeHUBaroIIa-
SICSI JAHHBIMM C TAKMMM OpraHu3alusMu, kak EBpomneii-
CKasl cCCcTeMa HaOJIIOIEHHSI 32 BPOXKICHHBIMU aHOMATMSIMU
(EUROCAT), HaumoHanbHas CeTh 10 PEAOTBPALLIEHUIO
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Ta6bnuua 1. Yncno HoBopoxaeHHbIx ¢ PH 1 PTH 1 yacTtoTa 311X nopokoB B pernoHax PO

Table 1. Number of newborns with cleft palate and cleft lip/palate and the frequency of these defects
in the regions of the Russian Federation

2020 2021 2022 2020-2022
Peruon PH PTH PH PTH PH PTH PH PTH
n f n f n f n f n f n f n F n F
Actpaxanickas 30274 7 | 638 | 1 | 094 8 [ 749 | 6 | 646 | 6 | 646 | 10| 323 | 21 | 679
00J1aCTh
Benroponckas 6 494 6 | 494 | 5 | 448 | 12 [1074] 4 | 371 ] 12 |1,12] 15| 440 | 30 | 8,80
00J1aCTh

bpsanckas o6aactb 3 3,10 8 8,27 1 1,10 5 5,49 5 5,97 6 7,17 9 3,32 19 7,00

Bnagumupckast

3 2,96 8 7,88 5 5,14 7 7,19 0 0,00 6 6,71 8 2,78 21 7,29
o0J1acTh

Topon

22 13,82 35 6,07 16 | 2,88 38 6,84 | 27 | 5,20 33 6,35 | 65 3,94 106 | 6,42
Cankr-ITerepOypr

Hsanosckast 2 1260 5 | 649 | 4 |545| 6 | 817 | 2 |29 | 7 |1013| 8 | 3,64 | 18 | 8,20
00J1aCTh
Kanmbikust 1 366 3 |1098] 0 0 31,08 2 | 413 ] 4 1651 3 | 50 | 10 | 12,72

Kanyxckast 06actb 3 3,51 6 7,01 1 1,35 6 8,10 0 0,00 2 2,63 4 1,70 14 5,94

Ifg’aa;‘“’”pc"“ﬁ 2 |754| 23 | 7,88 | 19 | 6,66 | 36 [12,62] 16 | 6,02 | 27 | 10,16 | 57 | 6,76 | 86 | 10,20
Kypckasi 061acTh 3 1336 5 [ 560 | 4 [ 467 | 7 | 817 ] 3 |38 ] 8 [1015] 10| 394 | 20 | 7,88

JIuneukast o6actb 3 3,26 4 4,35 1 1,11 4 4,45 3 3,97 6 7,94 7 2,72 14 5,44

Mockonckas 24 [419] 61 | 1065| 27 | 448 | 53 | 880 | 21 | 396 | 58 | 1093 | 72 | 422 | 172 | 10,08
o0J1acTh

Hosroponckas

06J1aCTh 3637 3 6,37 1 1,45 1 1,45 | v/n H/1 4 4,43 4 3,16
OmcKast 061acTb 5 1379 13 | 985 | 9 | 728 ] 13 [1051] 9 | 962 | 20 |2138| 23 | 6,59 | 46 | 13,17

Pecny6nka Caxa

5 1528| 14 | 1477 | 11 | 1519 | 13 | 17,95 9 |[1546| 9 | 1546 | 25 | 11,00 | 36 | 1597
(Axytus)

PCO-Ananusa 1 1,22 13 | 15,81 2 2,45 10 (12,25 2 8 3 1,85 23 14,15

Psasanckas obnactb 4 |4,69 8 9,38 3 3,78 2 2,52 0 0,00 5 7,64 7 3,04 15 6,52

Camapckast 00J1acThb 9 3,38 | 23 8,63 12 4,47 23 8,58 9 3,74 33 13,71 | 30 3,87 79 10,19

Caparosckas 4 [ 215 17 | 913 | 6 | 324 | 12 | 649 | 4 | 244 | 12 | 732 | 14| 2,62 | 41 | 7,66
o00J1acTh
Chepanonckan 23 [ 526 42 | 961 | 14 | 327 | 36 | 840 [ 15 | 3,79 | 35 | 884 | 52 | 4,12 | 113 | 895
00J1acTh
Tambosckas 2 318 4 | 637 | 1 | 140 3 | 420 4 | 625] 5 | 781 | 7 | 353 12 | 6,05
o0JiacTb

Tynbckast 061acTh 2 1,86 9 8,36 8 8,22 15 [ 1541 5 5,32 7 7,44 | 15 5,02 31 10,37

Yamyprexas 4 2,73 14 | 956 | 3 | 2,00 | 17 | 11,84 u/n /1 7| 287 | 31 | 7.42
Pecrny6uka

XMAO 7 (345 5 | 246 | 5 [ 256 | 8 | 409 | 6 [ 324| 5 | 270 | 18| 308 | 18 | 3,08
BCEIO 164 | 4,11 | 336 | 8,06 | 159 | 4,06 | 338 | 8,53 | 152 | 4,45 | 314 | 9,24 | 473 | 4,06 | 980 | 8,62
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BpoxaeHHbIX AedekToB (NBDPN) B CIIIA u MexnayHa-
pomHas MHMOpMaIIMOHHAs CIyX0a 10 KOHTPOJIIO U UC-
cienoBaHulo BpoxaeHHbIX gedektoB (ICBDSR, Uta-
nust). B otuere IPDTOC o pacnipocTpaHeHHOCTU JTULIEBBIX
pacile/ivH, B KOTOPOM MpeACTaBIeHbI JaHHbIe 54 peru-
ctpoB 13 30 cTpaH, MOKa3aHo, YTO UX OOIIAast YacToTa Co-
crapisieT 9,92 Ha 10000 (c KoedaHUSIMU YAaCTOT B 1Mara-
30He oT 5,02 no 23,85 Ha 10000 xxuBopoxaeHuit). Yacto-

Ta6bnuua 2. CymmapHble 4acToTbl INLEBbIX PacLLenH
3a nepuog 2011-2022 rofpbl

Table 2. Cumulative frequencies of facial clefts
for the period 2011-2022

Toast Yacrora PH Yacrora PTH
2011 4,16 8,90
2012 5,30 8,08
2013 4,60 8,49
2014 3,81 8,38
2015 4,12 8,92
2016 3,82 7,61
2017 4,71 8,95
2018 5,02 9,68
2019 4,59 8,99
2020 4,11 8,06
2021 4,06 8,53
2022 4,45 9,24

12
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ta PH coctasisuia 3,28 na 10000, a PTH — 6,64 1a 10000,
YTO HMXE OLIEHOK YacTOT, IOJyYeHHBIX B Hallleil paboTe.
W3 Bcex cityyaeB JIMLIEBBIX paciienH 76,8 % ciaydaes ObI-
JIM U30JIMPOBAHHBIMU, 15,9% coueTanuch ¢ IpyruMu Mo-
pokamu pa3BuTus U 7,3% COCTaBIISUIM CITydau U3BECTHBIX
CUHIPOMOB. [4].

B npyrom KpymnmHOM uccleA0BaHUM, OCHOBAHHOM Ha
MeTaaHanause 59 paboT, MpoBeleH CUCTeMaTUYeCKUil 0030p
M aHaJIM3 MCCIIETOBAaHUI O pacpOCTPaHEHHOCTH JIUIIE-
BBIX paclleIMH B 6a3ax naHHbIX Scopus, Embase, Magiran,
Web of Science (WoS), PubMed u Science Direct 3a nepu-
on ¢ suBapst 2000 r. mo uroHb 2020 r. ITo pe3ynbraTy aHa-
mm3a cymMapHas yacrora PH cocrasmia 0,33 (95% AU
0,28—0,38) Ha 1000 poxnenuit unu 3,3 Ha 10000. YacTo-
Ta paciieauHbl ryosl coctaBuia 0,3 Ha 1000 xxuBopoxkae-
Huit (95% AW 0,26—0,34), a PTH — 0,45 (95% AU 0,38—
0,52) na 1000. Cymmapnas yactora PI'H cooTBeTcTBEHHO
cocranisieT 0,75 Ha 1000 unu 7,5 Ha 10000. B To ke Bpe-
MsI IOKa3aHO, YTO YaCTOTHI JIULIEBBIX pacCIIeIMH BapbUpy-
IOT OT CTPaHbI K CTpaHe U OT perMoHa K pernoHy. I1o MHe-
HUIO aBTOPOB, 3TU BapUallMM MOTYT OBITh CBSI3aHBI C paco-
BBIMU, KJIMMaTUIECKUMU, KYJIbTYPHBIMU Pa3INIUsAMU [5].

B 2020 romy 6611 OIy06AMKOBaH HOKJIal IO SMUASMU-
oyiornu opodalraibHbIX paciienH B 30 peructpax us 16
CTpaH eBporieiickoro peruoHa. Cpennss yacrora PH co-
CTaBMJIA 10 3TUM JaHHBIM 6,2 (6,0-6,4) Ha 10000, a yacto-
ta PI’H — 9,0 (8,7-9,2) ¢ oTcyTCcTBMEM BPEMEHHBIX TPEH-
108 3a iepuo ¢ 1980 mo 1996 rr. B nokiage orMevaeTcs,
YTO GOJIBIITMHCTBO JIMIEBBIX paciiesivH (65,7%) BcTpeyaer-

10

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

-+ Linear (PH)

--------- Linear (PrH)

PucyHok. lnHamuka yactoT PH v PTH n nuHuv TpeHpaa 3a 12-neTHui nepuog.

Figure. Frequency dynamics of cleft palate and cleft lip/palate and trend lines over a 12-year period.
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Cs1 MI30JIMPOBaHHO, U B 34,3% coueTaeTcsl ¢ APYTUMHU TIOPO-
KaMU ¥ BCTPEYAETCsT B COCTaBE M3BECTHBIX CUHAPOMOB [6].

ITo mociienHUM TaHHBIM OOBEIMHEHHOTO perucTpa
eBponeiickux ctpaH EUROCAT cymmapnast yactora PH
3a mepuon 2019-2021 rr. cocrasistet 5,50 (5,16-5,86),
a PTH — 8,46 (8,03-8,90) [7].

OnHOI U3 TTOCJIEIHUX SIBJISIETCST paboTa, TIOCBSIIIIEHHAsT
aHanu3y aaHHbIX Mo PT'H u3 22 nporpamm u3 18 cTpaH,
Bxogsiux B ICBDSR [8]. OgHako B 3T0O uccienoBaHue
BKJIIOYAIUCh AaHHbIe Tojbko 1o PI'H, uzonupoBaHHbie
pacuenuHbl Tyosl 1 PH He BKIIoYanuch, 4To 3aTpymaHSI -
€T cpaBHeHMe JaHHBIX. [1o pe3ynbTatam aHaiM3a cpel-
Hee 3HaueHue YacToThl To1bko PI'H 1o Bcem mporpammam
3a TIlepyro HabmoneHusT coctaBuito 6,4 Ha 10000 poxkaeHMIA
¢ pa3dpocoM ISl OTAeNIbHBIX peructpoB oT 1,3 Ha 10000
1o 10,4 Ha 10000. ABTOpBI MOTYEPKUBAIOT, YTO ITa YaCTO-
Ta HIKE, YeM MOKHO ObII0 ObI OXXKMIATh HA OCHOBE MUPO-
BOI TuTEpatypsl [8].

Bo Bcex uccienoBaHMsIX, BKJIIOYas Haille, HabIrona-
FOTCSI TIOJIOBBIE Pa3IMUMsI B 4aCTOTaX IOPOKOB, T.e. PH va-
11e BcTpeyvatorcs y nesovek, a PI’H — y manbuukos. I1on,
MO-BUAMMOMY, UTPAET OIPENEICHHYIO POJIb B IIPOUCXOXK-
JIeHuu paclieanH. HegaBHee MccienoBaHue MoKasao,
YTO pacllieJMHbI Y IeBOYEK BO3HUKAIOT B 00Jiee TTO3THEM
aMOpuroHaibHOM nepuoae (7—12 Henenb mocse 3a4aTus)
1 OOBIYHO SIBIITIOTCST PE3YJIbTAaTOM JieheKTa cpalleH st BTO-
puyHOro Heba. PaciiesnHbl y MaTbUMKOB BO3HUKAIOT KaK
B paHHMe (4—7 Henenb TMocJie 3a4aTusl), Tak U B TTO3IHUE
(7—12 Henenb nocje 3a4aTusi) SMOpUOHAIbHBIE TTIEPHUO-
IIbI, Yalle MpeICcTaBiIsIIoT CO00M KOMOMHUPOBAHHBIE pac-
LIEJIMHBI TIEPBUYHOIO Y BTOPUYHOTO Heba U SIBJISIIOTCS pe-
3yJbTaTOM Je(eKToB At depeHIIMPOBKY I KOMOUHM -
POBaHHBIX Ae(HEKTOB CAUSHUS U NUdbepeHIUPOBKHU [9].

Takum oOpa3oM, TTOJIOBBIE Pa3INdus B 4aCTOTE — 3TO
00111251 3aKOHOMEPHOCTb, KOTOPasi ITOATBEPXKIACTCS MHO-
TOYUCICHHBIMM UCCICIOBAaHUSIMM U SIBJISIETCST TOTIOJIHM -
TEJIbHBIM J0Ka3aTeJIbCTBOM Pa3IMuMsl B IPOUCXOKICHUN
PH u PTH.

Taxxe cienyer OoTMETUTh, UTO BO BCEX UCCIENOBaHU-
sIX OOJIBIIYIO YaCTh CJIy4aeB COCTABIISIIOT M30JIMPOBAHHBIC
pacCIUEIMHBI, a CJIy4au COYETaHUI C IPYTUMU IIOPOKAMMU,
BKJII0Yasl U3BECTHBIC CUHAPOMBI, He mpeBbiaioT 25-30%.

PestoMupyst ckazaHHOe, ClIeqyeT OTMETUTh YTO JIU-
LIeBbIE PACILEIMHBI SIBJITIOTCSI OMHUMU U3 HanboJee pac-
MPOCTpPaHEHHBIX BPOXAEHHBIX aHOManuii. Mmeromuecs
JaHHBIE TI0 YacToTaM opodaliMaibHbIX PACIIeINH pa3-
JIMYAIOTCS, OTMEUAlOTCs reorpaduieckue, pacoBble U 3T-
HUYECKHUE Pa3IMUMsl OLIEHOK YacTOT, YTO OIpeaeiIeTcs
CJIOKHOM 3THOJIOTUYECKOM CTPYKTYPOIi TIOPOKOB, BO3HU-
KaloIMX B pe3y/IbTaTe AeCTBUSI TeHETUIECKUX (DAKTOPOB

Medical genetics 2024.Vol. 23. Issue 4

" (paKTOpOB OKpyxKaroleit cpenbl. OnpeneieHHbIA BKJIaI
B HaOonaeMblie paznuuus yactor PI'H BHocAT pa3Hbie
BO3MOXKHOCTH BBISIBJIEHUS] U UATHOCTUKHU ITOPOKOB, pa3-
JIMYHAsT OpTaHU3aLMsI U PECYPCHI pErMCTPOB BPOKIEHHBIX
ITOPOKOB pa3BUTHS. TeM He MeHee, pe3yIbTaThl, MOJyJYeH-
HbIE B HACTOSIIIEM MCCIICIOBAHUM, OTPAXKAIOT SITUIEMUO-
JIOTMYECKYIO CUTYALIMIO TT0 JIMIIEBBIM paclieIMHaM, TaK KaK
TOJIy9eHHBIE JaHHBIC OCHOBAaHbI Ha SMUIEMHUOJIOTMUECKIX
MOHMTOPUHTOBBIX PETHUCTPAX, a HE Ha BEIOOPOYHBIX MCCITEe-
JoBaHUsX. JlanbHelilee HAKOIUIEHNE TaHHBIX OyIEeT CIo-
CcOOCTBOBATh YTOUHEHUIO OLIEHOK IMOITYJISILIUOHHBIX YACTOT
C YYETOM PETHMOHATbHBIX OCOOEHHOCTEH.
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