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BpoxaeHHbIe pacIeNnHbl BepXHell ryObl 1 Heba OTHOCSTCS K YHCITy HanOoJee pacIpoCTPAaHEHHBIX TSDKENBIX
BPOXK/ICHHBIX TIOPOKOB Pa3BUTHUS, CONPOBOKAAIOMIUXCS CIOKHBIMU U3MEHEHUSIMH HE TOJBKO YENIOCTHO-JIHILEBOU
olyacty, HO M OpraHu3Ma B IeoM. Bpoxnénnas paciuennna HEOGA sBIsIETCs HaHOOJee YacTO BCTPEYAFOLIUMCS
MIOPOKOM pa3BUTHS 4eNnoBeka. B paboTe mpencTaBieH aHaInM3 JaHHBIX MEAUIUHCKON HokyMenTaruu 3016 nereit
OT pOKAeHUs 10 16 JIeT ¢ BpOoXKACHHOU pacIuennHoi ry0osl 1 Heba, npoxkuBatonux B Pecry6nuke bamkoprocraH,
HAXOIMBLINXCS HA JICICHUH B OTACJICHUH YESIIOCTHO-IHLEBOI Xupypruu Pecrybnrkanckoil JeTCKoil KIMHUYECKOi
GonpHHIEI 32 iepuox ¢ | sHBapst 1986 roma mo 31 mexabps 2014 roma. V nerell ¢ JaHHBIME BPOXKACHHBIMU I10-
pOKaMu B CTPYKType KIMHMYECKUX (opM mpeobdnananu Gosee Tsokenble (popMbl — BPOXKICHHBIC PACIIEIMHbI HEOa
U KOMOMHUPOBAHHBIC PACIICNIMHBI, 4TO COCTaBWIO B cymme 73,77 %. Taxke oTMedeHa BBICOKAsl PaclpoOCTPaHEeH-
HOCTb COMATHUYECKOI 3a00/IeBaeMOCTH y A€TeH C JaHHOI IaTONIOTHeH.
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Congenital cleft lip and palate are the most common serious congenital malformations involving complex
changes not only on the maxillofacial region, but also the whole organism. Congenital cleft palate is the most
common human birth defect. The work presents analysis of medical records of 3016 children from birth to 16 years
of age with congenital cleft lip and palate, residing in the Republic of Bashkortostan, were treated in the department
of oral and maxillofacial surgery of the Republican Children’s Hospital during the period from 1 January 1986
to 31 December 2014 year. Children with congenital defects prevailed in the data structure of clinical forms and
accounting for a total of 73.77%. Also was noted the high prevalence of somatic diseases in children with this

disorder.
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B 3THOIOTHYECKOM aCIeKTe BPOXKICHHBIC
pacIIenuHbl BepXHEH ryObl u HeOa OTHOCSTCS
K MYJIbTH()AKTOPHON MATOJOTHH, B KOTOPOi
MOTYT WMETh 3HaYCHHE Pa3INYHBIE dHIAOTCH-
HbIE, DK30TE€HHbBIC, a TaK)Ke TEHETHYECKUA 00y-
CJIOBJICHHBIC (akTopsl [6, 11, 16, 24, 25, 27,
29, 30, 31].

Hamm c menpio mccimemoBaHus OCOOCH-
HOCTEH CTPYKTYPbl KJIMHHKO-aHATOMHYCCKUX
(hopM BpOXKIEHHBIX PACIICTHH BEPXHEH T'yObI
n HeOa (BPT'H) y nereit, mpoxkuBatoniux B Pe-
cnyonmuke bamxkoprocran (PB) Obina m3yuena
MEIMIIMHCKAs JIOKYMEHTAIUs B OTJCIICHUU
YENIIOCTHO-IUIIEBON  xupypruu  PecryOmnu-
KAHCKOH METCKON KJIMHUYECKOU OOJILHUIILI 3a
nepuop ¢ 1 saBaps 1986 roga mo 31 mexadps
2014 roga. 3a aHaAMM3UPYEMBIA TIEPUON 31ECh
MIPOXOJIMITN JIEYeHUE W AMCIIAHCEPHOE HAOIIO-

nenne 3016 mereit or poxaenus mo 16 et
¢ BPTH [8, 12, 18].

VY nerell ¢ maHHOW IMATOJOTHEN KIIMHUYE-
ckue ¢opmel BPT'H B cooTBeTcTBHU C KiTaccu-
¢uxanneit MMCH pacnpenenuiuce cieayro-
M 00pa3oM:

1) m3onupoBaHHas pacmienuHa Heba —
y 1300 (43,10%) nereii;

2) KOMOMHHMpOBAaHHAS pacIleiiHa BepX-
HEH IyObl, albBEOIIPHOIO OTPOCTKA, MIATKOTO
u TBepaoro Heba —y 925 (30,67 %);

3) u3oMpoBaHHas paclleNrHa BEepXHEH
ryosl —y 791 (26,23 %) nereil.

Ilo pesynpraram wuccieqoBaHusi, y aerei
¢ BPT'H B cTpykType kiauHHYeCcKHX (HOopM Tpe-
obnamanu Gosee TsKeNbie (POPMBI — BPOXKICH-
HBIE pacHIeTuHBl HEOA W KOMOWHUPOBAHHBIE
pacIeInHbI, 9TO COCTaBUIIO B cymMme 73,77 %.
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3akoHOMEpHO OoJbIlIe OJHOCTOPOHHHX pac-
HIeJIUH BepxHel ryosr 81,29 %, a cpeau oaHo-
CTOPOHHHUX PACIIEIIHH JIECBOCTOPOHHHE paciiie-
Bl BepxHel ryos! (60,30 %) npeobmamatoT
,99% [13, 15, 19].

Cpenu BpOXKAEHHBIX pacienH HEOa mpe-
oONajmany paciieiiHbl MATKOTO M TBEPO-

HaJl MPaBOCTOPOHHUMHU — 20

ro uHéba — 927 (71,31%), 3arem ciemoBaiu
BpOXKIAEHHAS paciieianHa MsIrkoro HEba — 192
(14,77 %), 3areM BpOXKAEHHAS TTOJTHAS PacIIle-
JIMHA MSATKOTO M TBEPAOro HEOA M ajbBEOJISIP-
Horo otpoctka — 133 (10,23 %), 3aTem BpoXK-
NEHHAS paclIeNrHa ajJbBEOJISIPHOTO OTPOCTKA
U niepeiHero otnaena Heoa — 48 (3,69 %).

Tabauuna 1
Kimauko-anaromudeckue GpopMel pacienuH y neteit ¢ BPI'H
Jlparxos, KimHIgecKas (hopMa pacIieTHbL HUTOI'O
BpoxxnéHnast pacrieniHa BepxHei ryobt
IIpaBocTopoHHsIst JleBoctoponHsist JlBycTopoHHsIs 791
166 (20.99%) 477 (60,30%) 143 (18,71%) (26.23%)
1. Bpoki€HHas1 CKpbITasi pacIleHa BEPXHEH TyObI 23 (2.91%)
8 | (1,01%) 11 | (1,39%) 4 (0,51%)
2 Bpoxxa€HHas He ToHas pacilieIiHa BepXHeH TyObl - 481 (60,81%)
2a) 6e3 nedop- | 26) ¢ nedopma- | 2a) 6e3 nedop- | 20) ¢ nedopma- | 2a) 6e3 nedop- | 206) ¢ aedop-
MalliM KOCT- | [IMel KOCTHO- | MalliM KOCT- | IMed KOCTHO- | Malliy KOCTHO- | Malliield KOCT-
HO-XPSIILICBOIO | XPSIIIEBOTO | HO-XPSIILIEBOIO | XPSIIIEBOTO XPSIILIEBOIO | HO-XPSIIIIEBOTO
OTJeNaHOoca | OTJeNnaHoca | OTZeNna Hoca OTJIeNa Hoca OTZIella HOCa | OTJIeNa Hoca
61 (7,71%) 31(3,92%) 178 (22,50%) | 125 (15,80%) 51(6,45%) 35 (4,42%)
3. BpoxnéHHast onHast paciieiHa BepXHer TyObl 287 (36,28 %)
66 | (834%) | 163 | (20,61%) 58 (7,33%)
Bpoxnénnast paciierniHa HéOa 1300
(43,10%)
BpoxnéaHas paciienvHa MTKoro Héoa - 192 | (14,77%)
la) ckpbITas 16) HeronmHast 1B) nosHast
26 | 20%) 18 | (9,08%) 48 (3,69%)
2. BpoxxaéHHast paciieniHa MArKoro ¥ TBEpIOro HEOa 927 (71,31%)
2a) CKphITast 20) HeTIOMHAs 2B) TIOJTHAS
37 | (2.85%) 685 | (52,69%) 205 (15,77%)
3. Bpoxxi€HHast IoJHast paciiie/lHa MITKOro, TBepIoro Hé0a u anmbeeorsipaoro or- | 133 (10,23 %)
pocTka
PaBOCTOPOHHSISI JIEBOCTOPOHHSISI JIBYCTOPOHHSIS
28 | 215%) 69 | (531%) 36 (2,77%)
4. BpoxnéHHas pacIiennHa aJbBEOSSIPHOTO OTPOCTKA U TIEPETHEro oTiesa Héba 48 (3,69%)
4a) HeroHast 40) moyHast
TIPAaBOCTOPOH. JIEBOCTOP. JIBYCTOP. TIPaBOCTOP. JIEBOCTOP. JIBYCTOD.
6 (0,46%) 11 (0,85%) 7 (0,54%) 5(0,38%) 8 (0,62%) 11 (0,85%)
BpoxnéHnast KOMOMHHPOBAHHAS PACILICIIMHA BEPXHEH I'yOBI, 925
AITBBEOJIIPHOTO OTPOCTKA, TBEPIOTO U MSTKOTO HEOA (30,67%)
CKpBITast HEIOJIHAs TIOJTHAs
BpoxaéHHast MpaBOCTOPOHHSIST KOMOMHHUPOBAHHASI PACIIIC/THA 203 (21,95%)
BEPXHEH T'YOBI, JIbBECOJIIPHOTO OTPOCTKA, TBEPIIOTO U MSITKOTO HEOA
15 | (1.62%) | 126 | (13,62%) 62 (6,70%)
BposkaéaHast 71eBOCTOPOHHSIST KOMOMHUPOBAHHAS PACIIIeNIMHA BEPXHEH I'yOBbl, aJIbBEO- (44,76%)
JSIPHOTO OTPOCTKA, TBEPIOTO M MSITKOro HEOa 414
57 | (616%) | 213 | (23.03%) 144 (15,57%)
BpokaéHHast IByCTOPOHHSISI KOMOMHHPOBAHHASI PACILIEIIMHA BEPX- 308 (33,29%)
Hel TyObl, ATbBEOJSIPHOTO OTPOCTKA, TBEPIOTO U MSITKOTO HEGA
16 (1,73%) 171 (18,49%) 121 (13,08%)
BCEIO... 3016
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B crpykType KOMOMHHMPOBaHHBIX paclie-
JIMH BEPXHEH TyObl, allbBEOISIPHOTO OTPOCTKA,
MATKOTO W TBepAoro HEGa mpeolmaganu He-
nonHbe pacmienuHsl — 510 (55,14 %), 3atem
cienoBany noiabie — 327 (35,35%) u ckpbI-
Teie pacienuusl — 88 (9,51%). Crpykrypa
KIMHUKO-aHAaTOMUYECKUX (OpPM  pacIlesnH
y nereii ¢ BPI'H npeacrasnena B Ta0in. 1 [14].

BpoxaeHHbIe paciienuHbl BEpXHEH TyObl
1 Heba OTHOCSTCS K YMCITy HanOoJIee TSKEIbIX
MOPOKOB PA3BHUTHUSI YEIIOCTHO-JTUIICBOH 00-
nacty, OOJBIIMHCTBO AETEH C 3TUM HOPOKOM
C MOMEHTA POXKAEHUS — MHBAJIUIBl U HYyX1a-
IOTCSl B JUINTEIILHOM KOMITJIEKCHOM CIeLUaIu-
3UPOBAHHOM JICUEHHH, 0COOOM YX0/i€ ¥ BOCIIHU-
tanuu 2, 3,7, 10, 21, 28, 32, 33]. B ctpykType
MOopakeHUH KpaHnodanuaabHOH U Yen0CTHO-
JUIEBOM obnacTel BPOXKJIEHHBIE PACIIETHHBI
BepxHel TyObl n Heba coctaBusioT 10 90 %.
TspKeCcTh JaHHBIX COCTOSIHUU OIpENeNsieTcs He
TOJIEKO BHEITHEH 00e300paKCHHOCTHIO JINIIA,
BBIPQKEHHBIMU (DYHKIIMOHAJIBHBIMHU HapylIlIe-
HUSIMH CO CTOPOHBI 3yOOYEIIOCTHOTO ammapa-
ta u JIOP-opranoB (IpIxaHusi, MUTaHUS, PEUH,
MHUMHKH, CIyXa), COUUAIBHON YIIEpOHOCTHIO
IleTeﬁ B CEMbLC, MNOMIKOJBHBIX M IIKOJBbHBIX
KOJUICKTUBaX, HO W pAAOM COMAaTHYCCKUX
pPaccTpOMCTB, BEAYIINX K HAPYIIEHUIO pOCTa
U pa3BUTHUS Bcero opranusma [4, 22, 23].

brima npoananusupoBana uactora BPI'H
B Pb. B2014 romy mo pesynsraraM MOHHTO-
pHHTa B CTPYKTYpE BCEX BPOXKICHHBIX TIOPOKOB
passutus — BPI'H cocraBuna 15,4% wu 3ansa
TIEPBOE MECTO CPEJIH APYTUX ITOPOKOB PA3BUTHSI.

ITo gacTtoTe UTOTOBBIE MECTa pPaCIIPEEIH-
ek cnenyromumM oopazom: BPI'H — 1 mecto
(15,4%), arene3ust U QUCKEHE3Us MOYEK — 2-€
mecto (14,9%), cunnpom Jlayna — 3-e me-
cto (12,8%). Jlanee cnemoBanu rumocnagus
(10,2%), tuapouedanuss ¥ CIUHHOMO3rOBas
rpepka (o 7,4%); pemyKIMOHHBIE IOPOKHU
koHeuHOCTeH (5,4%); TpaHCTIO3UIHS KpPYTI-
HBIX cocynoB (2,7%); omdanonene (2,3 %);
arpe3usi aHyca U pexe MuKpotus (mo 2%);
aHeHIeanus u auadparMaibHas rpepka (1o
1,4%); ractpormmsuc (1,2 %); runornnasus Jie-
Boro cepama (0,6 %); snucnaaust u SKCTpoust
MoueBoro my3bipst (o 0,3 %).

Hunamuka yvacrorsl BPI'H, no pe3ynbra-
TaM MOHUTOpHUHTa, 3a nepuon 2011-2014 rr.
npencrasineHa B Tabm. 2. BPT'H 3anumaer Be-
JyLee MecTo o yacToTe cpeau apyrux BIIP
(ot 14,2 o 16,4 %). Apyrumu HauboJjee 4acTo
BCTPEUAIOIIMMUCS TIOPOKAMH Pa3BUTHS SIBIISI-
JIMCh: MHOXXECTBEHHBIE TIOPOKU Pa3BUTHUS (OT
9,6 no 16,8%); cuaapom Jlayna (ot 11,9 mo
16,6 %); areHe3nus u TUCKUHE3Ws MoUuek (5,2—
14,9%) [20].

Tabnuua 2
Pe3ynbraThl MOHUTOPUHTA BPOXKJICHHBIX TOPOKOB pa3BUTHUs (TIOAJISKAIIMX MOHUTOPHUHTY) B Pb
Hozomnorust 2011 2012 2013 2014
% | panr. % paHr. % paHr. % paHr.
MECTO MECTO MECTO MECTO

Pacrieniza ryOsI 1 HeOa 14,2 11 14,4 I 16,4 1I 15,4 1
MHOKECTBEHHBIE TIOPOKHU PA3BUTHS 16,8 I 14,1 I 9,6 A\ 9,7 A\
Tuaporiedanus 9 VI 12,5 111 7,5 VI 74 VI
cuspoM Jlayna 12,1 1 11,9 I\Y 16,6 1 12,8 I
T'unocna st 10,6 \% 94 \% 15 111 10,2 v
AreHe3us ¥ JUCKUHE3HS TI0YeK 52 VII 8.3 VI 14 v 14,9 1I
CnMHHOMO3TOBAsI TPBDKA 11 I\% 5,8 VII 6,9 VI 74 VI
MukpoTust 1 XII 3,1 VIII 0,6 VI 2 X
T"acTpoummzuc 3,1 VI 2,8 X 1,4 X 1,2 XII
PenykioHHbIE TOPOKK KOHEYHOCTH 5.2 VI 2,8 X 1,4 X 54 VII
Amdnnedamis 1,8 XI 2,5 X 1.4 X 1.4 XI
TpaHcro3uiyst KPYIHBIX COCYIOB 0 2,5 X 1,7 X 2,7 VIII
JmadparmansHas TpeKa 1,8 XI 2,5 X 0,9 XII 1,4 XI
Duiedaoresne 0,8 X1II 2,2 XI 0,6 XII 0,3 X1V
Owmdavtoriene 2,1 X 1.4 XII 0,6 XIII 2,3 IX
['vmonuiazust neBoro cepana 0,5 X1V 1,1 XIII 1,1 X1 0,6 XIIT
ATtpe3ust MUIIEeBo/IA 1,8 XI 1 X1 2,6 Vi 2,3 IX
Atpesusi aHyca 2,8 X 1,1 XIII 1,7 IX 2 X
Dnmcraays 0,2 XV 0,6 X1V 0 0,3 X1V
DKCTpOo(HsT MOUEBOTO ITy3BIPS 0 0 0 0,3 XIV
HUroro. .. 100 100 100 100
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BPI'H npunamiexur x yuciny Haubonee
paclpoCTPaHEHHBIX TKEIBIX BPOXKIECHHBIX
MOPOKOB  Pa3BHTHS,  CONPOBOXKIAIOIIUXCS
CJIOKHBIMHM U3MEHEHUSIMU HE TOJIBKO YENIOCT-
HO-JIMLEBOH 00IacTy, HO U OpraHu3Ma B Lie-
aoMm. Y nereit ¢ BPI'H peructpupyercst Bbl-
COKasi PpacnpoCTPaHEHHOCTb COMAaTHYECKUX
3aboneBanwii 1, 5,9, 17, 26].

[IpoBoas ananu3 3016 ucropuit Gonesnei
nereit ¢ BPT'H, cocrosmux Ha yuere B Pecmy-
OJIMKAHCKOM LIEHTPE C BPOXKJICHHON U MPHOO-
PETEeHHOM TMAaTOJIOTMEN  YeNtOCTHO-JTUILIEBOM
oO;acTi, HaMU OBLTH TTONyYEHBI CIEAYIOIIHIE
pe3yJIbTaThl MO YacTOTE COIYTCTBYIOIIMX 3a-
Oonesanuii y nereii ¢ BPT'H (puc. 1).

79.09%

3aboneBanuss  JIOP-opranoB  BBISBIICHBI
y 2385 nmereit (79,09%). Ha puc. 2 mpencras-
JIeHbl Ho30Noruueckue (GopMbl  3a00ieBaHHI
JIOP-opranos. Ilpu stom aneHommsl HaOO-
mamck y 1075 nmereit (35,67 %), XpoHHdeckne
ToH3WLMTEL — y 360 mereit (11,95%). Otuthl
ormevanuch y 572 (18,98 %), xarapansHblii Xpo-
Hr4Yeckuid punut —y 703 (23,32 + 1,02 %), ru-
neprpoduueckuii punut y 413 (13,7%) nereid.
AHOMAaITIHY Pa3BUTHSI CITYXOBBIX TIPOXO/IOB H YIII-
HBIX PaKOBUH HaOmonamicek y 94 nereit (3,14 %),
rUepTpodust HOCOBBIX PAKOBHH — Yy 545 mereit
(18,1%). I'afimoputh! 661 OTMEUeHBI y 247 ne-
tei (8,2%). IIpu 3TOM coueTaHHbIE MTOPAKEHUS
JIOP-opranoB nmenuce y 1645 nereii (54,55 %).

14,22%
29702%

7. 12% 58%

Puc. 1. Yacmoma conymcmsyrowux 3abonesanuii y demeti ¢ BPI'H ¢ Pb

100% -+
90% +|/9.U8%%

80% -

£65 54 55%
60%

50% BET%

40% 2332%

30% T %5 10%13.70%
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Puc. 2. Hozonozuueckue ghopmsi 3a6o0nesanuti JIOP-opeanos y oemeti ¢ BPITH
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— 40,22%
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a0% + 27,11%

30% +
>4l 0,
20% 4 13,11%

0% T T I/'
bpoHxut lMHesmoHuna  Bcero

Puc. 3. Yacmoma 3abonesanuti Ovixamenvhoeo mpakma y oemeti ¢ BPI'H
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Puc. 4. Yacmoma 3abonesanuii nepsHoii cucmemvl y oemeti ¢ BPI'H
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Puc. 5. Yacmoma 3abonesanuil sxcenydouno-kuueuno2o mpakma y oemeti ¢ BPI'H
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2238 (74,22%) mnauumeHTOB 4acTto 00-
Jeau mpoctynHbiMu 3aboseBanusimu (OP3,
OPBU). M3 3aboneBaHuil ObIXaTeIHHON CH-
cTeMBl Hambojee dacto y aere ¢ BPI'H
BCTpEYaINCh OPOHXHT U THEBMOHHS (pHC. 3).
bpouxur wumenu 817 pereit (27,11 %),
MMHEBMOHHUS OblIa OoTMedeHa B 395 ciyua-
sax (13,11 %).

VY 516 (17,12%) nereiti ¢ BPI'H ormeuenst
3a00JIeBaHMsI CEPACYHO-COCYAUCTON CUCTEMBI,
B TOM YHMCJIC BPOXKJICHHBIH TIOPOK cep/iiia UMel
mecrto y 113 nereii (3,75 %).

Ha puc. 4 npencrariena yactora 3a0o0-
JeBaHUN HEpBHOU cucteMsbl y aereid ¢ BPT'H.
3anepKKa TCHUXMYECKOTO pa3BUTHA HaOIo-
nanace y 512 nereit (16,98%), ymcTBeHHast
orcrajgocte ormedeHa y 81 (2,70%), ALIL
HaOmonanu y 34 nereit (1,14 %), mopoku pas-
putust [THC — y 247 nereit (8,20%). ['uno-
Tpousa BcTpewanach B 95 cmygasx (3,16 %),
xenezonedunuTHas aneMusi — B 343 cirydasx
(11,40 %). ITuweBoii u IekapCTBEHHON ajuiep-
rueit crpagamu 237 npereit (7,89 %), mopoku
pa3BUTHS OPraHoB 3peHHs HaOmoganucs y 149
neteit (4,95 %).

Ha puc.5 mnpeacrasieHa wacrora 3a-
oonesannss JKKT y mereit ¢ BPI'H. [luc-
KMHE3Usl O KEIYEBBIBOAALIMX IyTed Obuia
orMedeHa B 223 cmyuasx (7,40%), xpoHmude-
CKMHM TacTpoayOoNeHUT BbIABIEH B 129 ciy-
yasx (4,3%). Wudexuus MOYEBBIBOISAIINX
myteil Bcrpewanach y 111 gereit (3,71 %),
y 1749 (58%) nereit ¢ BPT'H 6buio oTmeue-
HO COUYETaHHWE HECKOJIbKUX COMAaTHYECKUX
3a001eBaHMH.

Taxum ob6pazom, y aereit ¢ BPI'H, mpo-
xuBatomux B PecryOnmke bamkoprocraH,
OTMEUEHA BBICOKAas comarudeckas 3aboie-
BaE€MOCTb, YTO CBS3aHO C HAJIWYHEM aHATO-
MUYECKOTo aedeKTa W HapyleHuem (uzuo-
JIOTUYECKUX (QYHKUIUH MpH JaHHOM IOpPOKe
pa3BUTHSI.
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