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AHHOTALIMA

AKmyansHocms. XUpypruyeckoe JieueHue MauyeHTOB C BPOXKAEHHO! paclielMHOl YeI0CTHO-INIEeBOI 061acTh
(4710), coueTaHHO ¢ aHOMAIMSIMU APYTUX OPraHOB M CUCTEM, OCTAeTCS CJIOKHOI Mpo06IieMoii crienuaan3upoBaH-
HOJi XUPYPrUM U TpebyeT KOHIEHTpAUMM 3HAHUI MHIUBUIYATbHBIX 0COOEHHOCTEN, IMarHOCTUPYEMBIX TOPOKOB
MIPU UX peanu3aluyl C y4eTOM OYepeqHOCTY, 06bEMOB 1 CPOKOB MCIIOTHEHMS.

Llenp uccnenoBanusi. ONTUMMU3UPOBATh TAKTUKY XMPYPTrUUECKOTO JeYeHUs AeTel, pOOMBIIMUXCS C PaclieNMHOI
YJIO, coueTaHHOV C aHOMaAUSIMU IPYTUX OPTAHOB U CUCTEM, YIYUYIIAIONIYIO Pe3yIbTaTMBHOCTD PeadMIUTAI[ M.
Mamepuanst u memoodsl. PaboTa oCHOBaHa Ha pe3y/iabTaTaX MCCIenoBaHust 2475 mMalyeHTOB ¢ BPOKIEHHOI maTo-
norueit YJIO 3a nepuopn ux aucnancepusannuu (1998-2022 rr.) B yonmosusax 'AY3 CO MKML], «bonym» (1. EkaTepuH-
6ypr). BeisiBieHo 823 ciyyasi coueTaHUs BPOXKIEHHOI paciennHbl Y10 ¢ aHOManusMu JPYTUX OPTaHOB U CUCTEM.
Hosonornueckue rpymmsl cCOYeTaHU CUCTEMAaTU3MPOBAHBI U ONpeAeNNIN TaKTUKY XUPYPIUUEeCKOro JeuyeHus 10-
paxkeHuit Y10 1 BOCCTAHOBUTENBHBIX TEXHOJOTUI COMMYTCTBYIOUIMUX ITIOPOKOB.

Pe3yavmamet. YCTAaHOBJIEHO, UTO K HACTOsSIIeMy BpeMeHM M3 823 mauueHTOB C pacuennuoii Y10, coueTaHHO €
aHOMAaIMSIMU JPYTUX OPraHoB U cucteMm, 591 (71,81%) mosyumiam KOMIUIEKCHYIO XUPYPTUUECKYIO peabuInTauuio,
YacTh M3 HMX JOCTUIIA Bo3pacTa 18 JieT 1 CHSTa C AMCIIAaHCePHOTro HAG/MogeH s, ocTajabHble 232 (28,19%) npomoin-
KaloOT MOJy4aTh ClIenaJIn3UuPOBaHHYIO IOMOIIb B cucTeMe LeHTpa «borym». V3 823 nauyeHTOB HY>X,a/IMCh B IIPO-
BeJleHUM MMepBUYHOI XeltiopuHoIiacTuku 370 meTeii, Mpy 3TOM OollepaTUBHOE JiedeH)e UCIIOHEHO B TPaAUIIMMOHHO
MIPUHSTBIE CPOKU (IO 6 MecslieB Ku3HM pebeHka) y 196 uenosek (52,97%), K 9 Mecsiiiam 65110 IPOOIIepupoBaHo 302
pebenka (81,62%), K 1 romy — 329 meTeit (88,92%). ITociie 1 roga 1o MHAMBUAYAJbHBIM OKa3aHMUSIM IIPOOIIePUPOBA-
HO 36 peteii (9,73%), 3 Hux 8 (2,16%) nocie 2 net. i3 823 nmauyeHTOB HYXXA/IMCh B IIPOBEeHUM BeJI0YypaHOILIa-
ctuku 770 YenoBeK, MPU 3TOM B YCJIOBMSIX CIEIMATIbHON MOATOTOBKY Olepaiusi mpoBeneHa y 360 mereii (46,75%)
K 1,5 rogam, K 2 rogam — y 483 meTeii (62,73%), a K BO3pacTy 3 jieT npoonepupoBaHo 588 mereii (76,36%). C yueToM
CJIOXKHOCTM pacileanHbl Heba 6osiee Mo3qHee yCTpaHeHMe MaToaoTum norpedosanock 102 getsam (13,25%) B cBsi3u ¢
OrpaHUYEeHUSIMU CO CTOPOHBI COMaTUYECKOTO CTATyCa, & TAKXKE M0 COLMaAbHbIM IPUIYMHAM.

3akarouenue. [IpennoxkeHHas TaKTUKA XMPYyPrUUeCcKoro jeueHus gerei ¢ pacuiennnoi YJI0, coueTaHHO ¢ aHOMa-
JIUSIMU IPYTUX OPTaHOB U CHUCTEM, MTO3BOJIIET B Hamubosee 6aronpusiTHble CPOKYU YCTPAHUTD BPOKAEHHBIN TTOPOK
JIMLA Y YeTI0CTel CoOpa3sMepHO COMaTUUYeCKOMY COCTOSIHUIO ITallMeHTa.

Kntoueevle cnosa: BpokgeHHas! pacilennHa YeT0CTHO-INIeBOM 00/1acTy, COUeTaHHbIe TTIOPOKY APYTUX OPTaHOB U
CUCTEM, TaKTMKA CIIeLVaJIN3UPOBAHHOTO XMPYPTrUIECKOTO JIEeUeHMsI, OLleHKA Pe3yabTaTOB.

Jna yumupoeanus: Poroxkuna I0C, bioxuna CU, Bumbac EC. K Bompocy XUpypruueckoro JeueHus HaliueHTOoB C
BPOXIIEHHO PaCIIeJIMHON YeTICTHO-TUIEBOI 00IaCTU, COYETAHHOW C aHOMAJIUSIMU JPYTUX OPTAHOB U CUCTEM.
Cmomamonoeusi demckozo 6o3pacma u npogunakmuka. 2023;23(3):281-294. DOI: 10.33925/1683-3031-2023-658.
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ABSTRACT

Relevance. Surgical treatment of patients with congenital orofacial clefts and comorbidities of other organs and
systems remains a complex problem in specialized surgery, and it requires concentration of knowledge of individual
characteristics and diagnosed disorders during their implementation, taking into account the sequence, volume
and time of execution.

Purpose. Optimize the tactics of surgical treatment of children born with orofacial clefts combined with disorders
of other organs and systems, improving rehabilitation effectiveness.

Material and methods. The work focuses on the results of a study of 2475 patients with congenital orofacial defects
during the long-term follow-up period (1998-2022) in the Bonum Medical Center (Yekaterinburg). There were 823
cases of congenital orofacial clefts combined with disorders of other organs and systems. The disease combination
groups were systematized and determined the tactics of surgical treatment of orofacial defects and the rehabilita-
tion techniques for comorbid defects.

Results. To date, out of 823 patients with orofacial clefts and comorbidities of other organs and systems, 591
(71.81%) patients are known to have received comprehensive surgical rehabilitation, part of them turned 18 years
and were withdrawn from the long-term follow-up care, the rest — 232 (28.19%) continued to receive specialized
care in the Bonum Center system. Of the 823 patients, 370 children needed primary cheilo-rhinoplasty, 196 people
(52.97%) had surgery at the traditionally accepted time (in the first six months of the child's life), 302 children
(81.62%) had surgery by the age of nine months, and 329 children (88.92%) by one year. Based on the individual
indications, thirty-six children (9.73%) had surgery after one year, of which eight patients (2.16%) after two years.
Of the 823 patients, 770 people needed palatoplasty (cleft repair of hard and soft palates), while in the conditions of
special preparation, the operation was performed in 360 children (46.75%) by 18 months, in 483 children (62.73%)
by24 months, and 588 children (76.36%) by the age of 3 years. Considering the cleft palate complexity, 102 children
(13.25%) needed further treatment later due to physical condition restrictions and social reasons.

Conclusion. The proposed strategy of surgical treatment of children with orofacial clefts combined with disorders
of other organs and systems allows treatment of congenital orofacial malformation in the most favourable period
based on the patient's physical condition.

Keywords: congenital orofacial cleft; comorbid disorders of other organs and systems; specialized surgical treat-
ment strategy; result evaluation.
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AKTYAJIbHOCTb

AHanu3 MCTOYHMKOB JIUTEPATYPhI MOCTAHUX JIeT I10-
Ka3bIBaeT, YTO BOIMPOCHI YaCTOThI M pa3HOObOpasus co-
YeTaHUl BPOXKIEHHOM pacCIleIMHbl YeTI0CTHO-JIULEBON
obmacty (4JI0) c ApyruMu aHOMAaIUSIMM Pa3BUTHS U 3a60-
JIEBAaHUSIMU Y JIETei COXPAHSIIOT aKTyaJbHOCTb U TPEOYIOT
YTOYHSIIOLIMX PAa3HOCTOPOHHUX MccaenoBanmii [1-17].

[pencraBnasgioT mpodeccMoHaIbHbI MHTEpeC Hayy-
HbIe paboThI, MOCBSIIEHHbIE MHOTOIJIAHOBOMY KOMILIEK-
CUPOBAHUIO CIIEI[MATNCTOB, OCYIIECTBIISIOUIMUX CTOXKHBIN
peabMIMTAalOHHBIN MPOoIlecc MalMeHTOB, Y KOTOPHIX C
POKAEHMS, a TOPOii M BHYTPUYTPOOHO, IMATHOCTUPYETCS
coyeTaHMe pacIeNMH JUla U/ Heba ¢ aHOMATUSIMU
JIDpyTUX OpraHoB u cucrem [1, 10, 12, 14, 18-28].

I[Tpu sToM O6paniaet Ha ce6s1 BHUMaHMe CUTyalyst, Koraa
aJTOPUTMBbI PEAOMIUTAIIMOHHOTO MIPOIIecca He BhICTYIAI0T
Kak eMHOe 1IeJI0e peanusaluy KOMIUIEKCHON MaTOolI0TUM,
a pacmafaroTcs Ha [Ba MapajulelbHbIX Ipollecca: AJis Bpa-
yeiil YeTI0CTHO-TULEBOI XUPYPTUU U CIeLUaTUCTOB-pea-
OUIMTONIOTOB CONYTCTBYIOLIEl aTomoruu [24, 29].

IIpu sToM pspn uccienoBaTelieit yTBepKIalOT, YTO
KBAMMPUIIMPOBAHHYI0 OpraHM3aluio MOMOILM Talu-
€HTaM JAHHOJ KaTeropuu HeoOXOOMMO OCYLIECTBIISITh
B YCIOBMSIX MHOTOQYHKLIMOHAJbHOTO MeIMUI[MHCKOTO

LIeHTpa, rAe nepBoHavaabHo narosorus YJIO sBiasiercs
MpoGMIBHON ¥ CMHXPOHHO obecrieueHa peabMINTOIO-
ramu-npodeccruoHasaMy C yYeTOM IaToreHe3a COMyT-
cTBYIOIIMX 3abonesanuii [7, 10, 20, 30].

Oco6y10 3HAYMMOCTb ITPUOOPETAIOT BOIPOCHI XUPYP-
TMYEeCcKOTO obecrieueHus] KOPPEKIUY pacIieNnH ryosl u/
uau Heba HA GoHe AMAarHOCTUPOBAHMS UX OTITOILIEHHO-
CTU COITyTCTBYIOLIEN IaTONOrMel, B YaCTHOCTU cepheu-
Ho-cocynucToii cucteMsl (CCC), HeBpoIoTn4YeCckux nopa-
SKeHUIi TOJIOBHOTO MO3Ta, YeperHbIX HEPBOB M OPraHOB
YYBCTB, AbIXaTE/bHOM HELOCTATOUHOCTBIO U JPYTOii Ipy-
6011 maTosorueit comatuueckoro craryca [11, 31-34].

V3yyas cnenmanabHyIO IUTEepaTypy 1O BOIIPOCAM BbI-
60pa TaKTUMKM M TEXHOJOTMI KOMIIJIEKCHOM ITOMOIIM
nauyueHTaM CJIOKHOTO COYeTaHUsI BPOXKIEHHOI paclie-
qvHbl YJIO ¢ aHOManusaMu OPYTUX OPraHOB U CUCTEM,
NPUXOAUTCSI KOHCTAaTUPOBATh HELOCTATOUYHOCTh HAyu-
HBIX UCCJIeIOBAaHUI, OTIpeeII0IX 0COOEHHOCTH pe-
abuaMUTaMY YKa3aHHbBIX MAlMeHTOB, KAK MHOTOTIIAaHO-
BbI/f METOHOJIOTUYECKIUIT TIPOLIeCC BOCCTAHOBJIEHUST UX
3[,0POBbBS ITOJ, KOHTPOJIEM KOHCUIMYMa pa3HOIpouib-
HBIX CIIeLIMaIUCTOB, OPTaHM30BaHHBIX B CTPYKTypPE OfI-
HOTO MEeAUIIMHCKOTO YUpeXIeHMsI.

HayuHasi nuTepatypa He INPUBOOUT YETKMUX Das-
rpaHMUYEeHUI MOCIefOBaTeIbHOCTU U MEPUOAUYHOCTU
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OINepaTUBHOIO JieUeHUSI COYETAaHHBIX IOPOKOB, PEKO-
MEeHJOBAaHHBIX CPOKOB UX ycTpaHeHus. [Ipu 3ToM He
paHXMPOBAaHbI PUCKU YCIHEUIHOCTU XUPYyPIUIeCKO
peabwinTanuu, a TakkKe CUCTEMHO He TPeACTaBJIEHBI
pe3yibTaThl peaju3alyuy CI0XKHOM COYeTaHHOM IaTo-
JIOTMU, HET peKOMeH Al TT0 peXXuMy 3aBepIIeHHOCTU
IUCTIaHCepU3aLu U AajdbHelero HabaoaeHus.

[lepeunciieHHbIe BbIllle HepelleHHbIe BOIPOCH 3d-
(GEeKTUBHOM TaKTUKM XUPYPruUYecKoil peabuanTanmn
MalMeHTOB C BPOXAEHHONM pacIleJMHON Julia WU/MUin
He6a CJI0KHOTO COMaTHYeCKOTO reHe3a TPeOyIOT Mpak-
TUYECKOI0 paspelieHys M COXPaHsSIOT aKTyaJlbHOCTb Ha-
YYHOTO MCC/Ief0BaHMSI.

Lenb uccnepoBanuns

ONTUMMU3UPOBATh TAKTUKY XUPYPTUUECKOTO JIeUeHUs
nerteit, poauBIuxcs ¢ paciennuoi YJI0, coueTaHHOI €
aHOMAaIUSIMU IPYTUX OPTAaHOB M CUCTEM, YIYUIIAIOUIYI0
PesyJbTaTUBHOCTb PeabMIUTALIUIN.

MATEPWAJIbl U METOLbI

B pesynbraTe wmcciemoBaHMSI M 00pabOTKM Memu-
IMHCKOV HOOKYMeHTanuu 2475 TaluMeHTOB C BPOX-
neHHoit natonorueit YIO 3a mepuon ux OucriaHCepu-
sauum (1998-2022 rr.) B yoinoBusix I'ocymapcTBeHHOro
aBTOHOMHOI'O YuypeXxaeHusl 3apaBooxpaHeHus Csepp-
JIOBCKO# 0671acTy «MHOrOnpo@uIbHbIi KIMHUUECKUIA
MeAULIVHCKUIT 11eHTp «BoHym» B T. EkaTepuHOypre (co-
kpamieHHo TAY3 CO MKMI] «BoHyM»), BbIsIBIIeHO 823
(33,25%) ciryuast coueTaHUsI BPOKAEHHO pacuieMHbl
YJIO c aHOManuUsIMu APYTUX OPTAHOB U CUCTEM.

TuaTenbHOCTh KO0OC/TEIOBAHNSI COMAaTUYECKOTO CO-
CTOSIHMS MaljleHTa C YYeTOM paHHell ero AucCIaHCepu-
3alUy MO3BOIMJIO YTOUYHUTh XapaKTep COMYTCTBYIOLIEN
aHOMAaJIMM, COYETAHHOW C pacIeNnHoi, U chopmupo-
BaTh TAaKTUKy XUPYPrUUECKOrO JieueHUs MaToJOTUU
YJIO B COOTBETCTBMM OCHOBHBIX TPYII HAMOOJbIIEH
BCTpe4YaeMOCTU HapylIeHUI COMaTUUEeCKOro CTaTyca.

Heranusanus nopoka Y0, ero aHaTOMO-(QyHKIU-
OHaj/bHble XapaKTePUCTUKU, a TakKxKe [AUArHoCTUKa
COIIyTCTBYIOIE) IIaTOJIOTMM COMaTUYeCKOro TreHesa,
OCYLIEeCTBJISIMCh KOMIIZIEKCHO Ha OCHOBAaHUM KIIVHU-
KO-JIab0PaTOPHBIX ¥ MHCTPYMEHTATbHBIX METOHOB 00-
cremoBaHusl. JlaHHOe o6C/iefoOBaHMEe Pe3l0MUPOBAIOCH
Creuuaau3MpoOBaHHBIM  MPOTOKOJIOM  JajibHeNlIero
KOMILIEKCHOTO JIeUeHUS, B TOM UMCIe U XUPYPTrUUECKO-
ro, C OTpeJeNeHNueM CPOKOB, OUepPeqHOCTU U 06bema
OIlepPaTMBHOIO OCOOMSI.

Heo6xX0gMMOCTb XUPYPruyeCcKoTro WM MeIVKaMeH-
TO3HOTO JIeYeHUsI COMYTCTBYIOLLEN NaTONOTUM KOHKpe-
TU3UPOBAIACH OTHEIbHBIM GJIOKOM CITeI[MaJTU3UPOBAH-
HOT0 IIPOTOKOJIA.

[IpoTOKON yTBEPXKAANCSI COBMECTHO COOTBETCTBY-
IOIMMM CIeLUaJINCTaMU B YCIOBUSIX YCTAHOBOYHOTO
KOHCMJINYMa KaK AMCIIaHCepPHBI perjiaMeHrT [7].

JaHHbBIV IPOTOKOJI, TIOMMMO CBO€I MHAUBUAYAIbHO-
CTU, BKJIIOYAJ B Ce0s mpearosaraeMble PUCKY BO3MOXK-
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HBIX OCJIOXKHEHU KaK cO CTOpOHBI opaxeHus YJ10, Tak
1 OT COMaTUUYECKOTO COCTOSIHMS pebeHKa.

KommniekcHasi olleHKa IpeJIiojiaraemMbiX PUCKOB I10-
BBIIIAJIa YPOBEHb MCIIOJHEHUSI XUPYPTUUECKOTO Jieve-
HUSI ¥ TIPeAyIpekaana BO3MOKHOCTb TPYObIX MOC/IE0-
nepanoHHbIX OCTOKHEHUA.

PE3Y/IbTATbl U OBCY>KAEHUE

Hamu ycTaHOBJIEHO, UTO M30/IMPOBaHHas pacilenanHa
Heb6a (H) mpeobinagana B 06beMe mopaxkenust Y10 u oT-
MeueHa B 453 ciayuasx (55,04%). 3onupoBaHHasi pac-
menHa BepxHeil Ty6sl (BI) Gbuia AMAarHoCTUpPOBaHA B
9 ciyyvasix (1,09%), pacwenuuaa BI' u aiibBeOASIPHOTO OT-
poctka (AO) — B 24 cnyvasx (2,92%), pacienunaa BI, AO
u H - B 333 (40,46%) HaOMIO0eHUSX, a TIOTIepevHas pac-
IeaMHa JIUIa B KOMOMHAIMM ¢ pacinennuoit BI, AO u H
6bLTa 3aperucTpupoBasa B 4 (0,49%) cryuasx.

ChopmupoBaHHbIE HO30JIOTUYECKME TPYIIIIBI COMYT-
CTBYIOIIEli MaTOJOTUM pacHpeneauinch B CleayiollemM
nopsake: naronorusi aop-opraHos — 809 (98,30%) cay-
yaeB; HEPBHOI cucTeMbl — 768 (93,32 %); oTlOpHO-ABYU-
ratenbHoro amnmnapara (OIA) — 664 (80,68 %); opraHoB
3penus — 630 (76,55 %); CCC, B TOM umc/ie BPOKIEeHHbIE
Mopoku ceppua, — 237 (28,80%); mopoku pa3BUTUS XKe-
nypoyHo-kumeyHoro tTpakra (KKT) - 3 (0,36%).

LndpoBoit MaTepuasl 1o pacrpee/eHNI0 aToIOT U
YJIO ¢ y4eTOM COMYTCTBYIOIIMX aHOMAaJauii pa3BUTUS
IPYTUX OPTaHOB M CUCTEM IIpeACcTaBiieH B Tabauie 1.

ObparmiaeTr Ha cebs BHMMAaHNME 3HAUYUTENbHOE YMCIIO
COIYTCTBYWOIIMX aHOMaJINii K OCHOBHOMY ITOPOKy YJIO.
Tak, Ha D00 00c/ief0BaHHbIX 823 MalMeHTOB CI0XKHO-
r0 COMaTUUeCKOTO reHe3a C paciieanHoi auma u/mnm H,
3aperucTpUpoOBaHO 3HAUYMTEIbHOE YMCJIO 3a00eBaHmii
IPYTUX OPraHOB U CUCTEM, TO €CTb B CpeJHeM Kask[blii
pe6GeHOK MMeJI [0 IBe-YeThIpe CONMYTCTBYIONMX ITaTOJI0-
MU, HauMHas C IepUHATaJIbHOTO Mepuoaa >KU3HNU.

W3 823 o6cnenyeMblx, COIJIAaCHO BUAAM IMMOpPaskeHUs
YJIO, B mpoBeAeHUM MePBUYHON XeHTOPUHOIIACTUKU
Hy>Xganoch 370 geTeii, a B IPOBENeHNNM BeJIOypaHOIIa-
CcTUKM — 770 MaJibIlIe.

XeJJIOpMHOIIACTUKA IIPOBeleHa B BO3pacTe 6 Mecs-
ueB y 196 u3 370 uenosex (52,97%), K 9 Mecs1aM Ipo-
omepupoBaHo 302 pebenka (81,62 %), a K 1 rogy 329
neteii (88,92 %) saBepluuayu IepBbIi ONepaTUBHbBIN
aran. B 7,57% cnyuaeB (y 28 meteit) onepaTuBHas IO-
MoIllb OblJIa OTIOXKeHa Ao 1,5-2 yeT BBUOY comaTuye-
CKMUX MPOTUBOIIOKA3aHUII CO CTOPOHBI COMYTCTBYIOILEi
MaTOJIOTUNA.

BenoypoaHomiacTMka B COOTBETCTBUM C TPAAUIIMOH-
HO IIPUHSITBIMM CPOKaMM MCIIOJTHEHMS ITpoBeneHa K 1,5
rogam y 360 mereit uz 770 (46,75 %), a K 2 romam — 483
netsaMm (62,73%).

Bonee mo3gHMe CPOKM MCIIOTHEHUSI OMEPATUBHOTO
BMeIIATeJIbCTBA MO peanusaiuy mopoka YJI0 obocHO-
BaHbl MHAVBUAYAJIbHOM crenu@uKoil coMaTUUecKoro
cTaTyca COIMYTCTBYIONIEH MaToJOrMu, HO B CpeilHEM He
MpEeBBIIIA/IY BO3pacTa peGeHKa Mpy XeiJI0PUHOIIIACT -
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Tabnuua 1. PacnpepeneHve natonoruu YenOCTHO-NMLEBOM 061aCTU NO BUAAM COMYTCTBYKOLWMX aHOMANNUIM pa3BUTUS
LpYrMX OpraHoB U CUCTEM
Table 1. Distribution of orofacial defects by types of comorbid developmental defects of other organs and systems

Crpyktypa natonoruu 4J10, uucno naumeHToB (abc. umcno, %)
Orofacial defect structure, number of patients (abs. number, %)
Bupbl Usonupo- | PacwennHa | WUsonupo- | PacwenuHa | MonepeyHas paclienuHa
ConyTCTBYIOLIEH NaTONOrMM BaHHas BI'un AF) BaHHas BI, AO u H | nuua (MakpocTtoma) O6uee
8T pacwenuHa | Cleft lip | pacwenuHaH | Cleft lip, | + pacwenmHa BI;AO u H
Comorbidity type . yncao
Br and Isolated alveolar Lateral facial cleft Total
Isolated alveolar cleft ridge (macrostomia) + cleft lip,
cleft lip ridge palate and palate | alveolar ridge and palate
MaTtonorus nop-opraHos
ENT disorders 8 (1.00) 23 (2.84) | 447 (55.25) | 328 (40.54) 3(0.37) 809 (100)
MaTonorusa HepBHOM CUCTEMDI
Nervous system disorders 7 (0.91) 24 (3.12) | 415 (53.97) | 319 (41.48) 4 (0.52) 769 (100)
Naronorus OOA
Musculoskeletal defects 8 (1.21) 22 (3.31) | 358(53.92) | 273 (41.11) 3 (0.45) 664 (100)
MaTtonorua opraHos 3peHus
Eye disorders 7(1.11) 23 (3.65) | 328 (52.06) | 269 (42.70) 3(0.48) 630 (100)
Maronorusa CCC (B ToM uucne
BPOXXAEHHbIe MOPOKM CepALa)
Cardiovascular 3(1.27) 6 (2.5%) 131 (55.27) | 94 (39.66) 3(1.27) 237 (100)
abnormalities (including
congenital heart defects)
Matonorua passurtua XXKT
Malformation of the - - 1(33.33) 2 (66.67) - 3(100)
gastrointestinal tract

Ke 2 jeT (K 9TOMY BO3pacTy IpoonepupoBaHo 96,49%
JeTeil) U 3 JIeT IIpU BEeJIOYPAHOILJIACTUKE (K 3TOMY BO3-
pacTy IpoonepmupoBaHo 76,36% nereii).

VpOoBeHb OCTaTOUHBIX JehopMalinii BepxXHei ryosl M Hoca
T0cjIe IepBUYHOM XeMTIOPMHOIUIACTUKY cOCcTaBu 16,16%.

ITocneonepalOHHbIE OCIOKHEHMSI BeJIOypaHOILIa-
CTVIKU B BUJI€ OCTATOYHBIX e(HeKTOB ¥ HEGHO-IJIOTOUHO
HeJ0CTaTOYHOCTY AMarHOCTUPOBaHbI B 2,46% ciiy4yaes.

KoppekimoHHO-3CTeTUYeCKM e Oonepalyun B COOTBET-
CTBUM C OCTATOYHbIMM HOedopmanmsmu YJIO saperm-
CTPUPOBAHBI MPEUMYILECTBEHHO B JOMIKOIBHOM U IOHO-
IIIeCKOM BO3pacTe, TO eCTb B 5-9 1 14-18 jer.

AnbBeonomiacTuka BeInoNHeHa y 74 (20,5%) mamu-
eHTOB U3 361 Hyxparwluerocs. laHHas ornepanus mIpo-
BeJleHa B Bo3pacTe 12-16 net B 60,81% ciyuaeB, B BO3-
pacte 6-11 net — B 32,43%, B Bo3pacTe 1ocie 16 jeT — B
6,76% cnydyaeB. OnepaTMBHOeE JieueHMe OCYIIeCTBISIIOCh
CTPOTO IO NpeAnCaHNI0 OPTOLOHTA U YeTIOCTHO-NIIe-
BOTO XMpypra mocjie npefBapuTeNbHOM OPTOAOHTHYE-
CKOJ TIOATOTOBKU.

AHanus HalluX UCCIAeA0BaHMII MOKasasl, YTO K HACTO-
sqieMy BpeMeHn u3 823 nanueHToB ¢ pacuwennHoin Y10,
COUEeTaHHOI C aHOMaIUSIMU OPYTUX OPraHOB U CUCTEM,
591 (71,81%) momyymny XUpypruueckyro peabuamnTaimio
10 YCTPAaHEHUIO TATONOrUM U Jedopmaiuii cpemHeii
30HBI JIMIIEBOTO CKejleTa Ha (oHe 06IIero KoMIuiekca
03[0POBUTEIBHBIX MEPOMPUITUII C YyUeTOM WHIUBU-

JIyaJlbHOT'0 COMAaTMYeCKOro COCTOSIHMSI, OCTa/IbHble 232
(28,19%) denoBeka MPOAO/KAIOT MOMYYaTh KypC CIELU-
alIn3UPOBaHHOM nmomoiu B cucreme Llentpa «boHyM».

Peructpupys ocnoxkHeHus, BO3HMKAIOU[ME B pPe3yiib-
TaTe ONepaTUBHOIO YCTPaHeHMs pacliejJMH B IepBbIi
roJi mocjie XUPypru4yeckoro jJeueHus: U Tojjexkaiiue B
JasbHeilieM KOPPUTUPYIOIIMM OIlepalsiM, Mbl OlleHU-
Bau UX, MpeX/e BCero, Kak HeyuTeHHble PUCKU TIJIaHU-
POBaHMS OITEPATUBHOTO ITOCOOMS ¥ OPTOIOHTO-XUPYPTHU-
YeCKOJt MOATrOTOBKY. BhIsIB/IeHHbIE IPUUMHHBIE (PAaKTOPBI
CYMMMPOBAJIX B OCHOBHbIE OJIOKM C YUETOM YaCTOThI I1O-
BTOPSIEMOCTY OOIIMX PUCKOTEHHBIX CUTYAI[UIA.

OHM cucTeMaTU3UPOBaHbl B BUAE CTPYKTYPHO-(PYHK-
LMOHAJIbHBIX MO3UIIUIA:

1. CnoxxkHble Buabl mopaxkeHnus BI' m H ¢ HemocTaTou-
HOCTbIO COGCTBEHHBIX TKaHe A1 ycTpaHeHus aedexra.

2. OTCcyTCTBME MJIM HETOJHOLleHHAass OPTOJOHTO-XMU-
pypruueckasi moiroToBka.

3. HemocTaTOYHOCTh WMCCIENOBAHUS MUKPOGDIOPHI
opoHasodapMHIUAIbHO 06/1aCTH B IIpeIOoNepalyiOHHOM
repuojie MOATOTOBKM K OTIepaTMBHOMY BMellaTeIbCTBY.

4. JIokaJabHOE TATOJIOTMUEeCcKoe pyblieBaHMe 3a CYeT
CKJIOHHOCTH K KeJIOMI006pa30BaHMI0 U C1ab0it MUKPO-
UUPKYAAIMUY B TKAHSX ONepalMOHHOTO OIS

5.HepalnoHaabHO BbIOPAHHbIN CII0CO6 OIIepaTUBHOIO
ycTpaHeHus1 paciuenyt YJI0, He MO3BOJSIOMINIA YCIEIHO
peanun3oBaTh BPOXIEHHYI0 natonoruto BT u/mnn H.
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AHanm3 BO3MOXXHBIX OCIOXKHEHWUI ¥ HeyUTeHHbIX (Qak-
TOPOB PUCKA CO CTOPOHBI COMYTCTBYIOIIEN MaTOIOTUU
COMaTUYeCKOTO TeHe3a MpU MPOBeSeHUM MOATOTOBKU K
orepauuu 1o ycrpaHeHuro nopoka 4YJIO Hocmi npeumy-
1IeCTBEHHO MHIAMBUAYAIbHBIN XapakTep, Jake B OJHOM
NMpOGUIbHO IPYyTIIe COMATUYECKUX HApYyIIeHUIA.

TakTyuKa OnepaTMBHOTO MOCOOMS KOPPEJIUpPOBaIach C
o6bemoM pacuierienus BT u/unu H, Bospactom pebeH-
Ka, XUPYPTUUECKON TEeXHUKONM UX YCTPAHEHUS U TsXKe-
CThI0 KOHKPETHO COMYTCTBYIOIIE MaTOJOTUN.

OnHako ObUIO YCTAHOBJIEHO, YTO PUCKM OCIOKHEHUN
MepBMYHBIX OINepauuii MO YCTPaHEeHUIO paclleJnH B
CUTyaluU «0CO00I» KIMHUKM COMATUYECKOrO CTaryca
MamyeHTa BO BCEX CJIyyasX YCYTyOIsuiuch HeIOHOIIeH-
HOCTBIO ¥ MaJIOBECHOCTHIO pe6eHKa, He KOMITEHCHPOBaH-
HBIX Ha TTIepBOM T'OZly KM3HU, a TAKKe HaauuueM aHEMUN.

HenoHOIIEHHOCTh Pa3IMYHON CTerneHu Oblia IMarHo-
ctupoBaHa y 31 (3,77%) u3 823 o6c/ienyeMbIx AeTeii, TUTo-
Tpodus 1-3 crernenu peructpupoasachy 120 (14,58%) ma-
JIEHbKMX TIAlIMeHTOB, a COUueTaHue aHeMUU U TUIIOTpohuUmn
Pa3HOIi CTeIeHN TSKECTH BbISIBJIEHO Y 61 (7,41%) peGeHka.

AHeMUs pa3INMYHOI CTENEeHM TSKeCTH Habromanach
y 192 (23,33%) u3 823 pmeteii, YTO SBUIOCH NIPUUYMHOI
OTCPOYKM OTIEPATUBHOTO JedeHus. Tak, Mo JaHHBIM 006-
CTOSITEILCTBAM XEIJIOPUHOIIIIACTYKA ObLJIa OTCPOYEHA 10
10 mecsiueB u crapiuie B 15 (4,05%) crydasx u3 370 ra-
HUPYEeMBbIX, & BeJIOypaHOIIACTHKA OT/IOXKeHa Ha BO3pacT
crapiue 3 jet y 20 (2,60%) 3 770 Hy>KOaOWMUXCs geTein
BHe 3aBUCUMOCTH OT BUJa COITYTCTBYIOIIEl MaTOMOTUN.

Cpeayt maiieHTOB, 00beIMHEHHBIX B TPYIIITY COUeTa-
HUI BPOXAEHHONM paciieJuHbl M aHOMAaJUU Pa3BUTUS
CCC, nmpenBapuUTe/bHO OLEHUBAIUCh PUCKU aHECTe3UU
M caMoii oTiepaluy no ycrpaHeHuto mopoka YJI0.

CrenyeT OTMETUTb, YTO ONpeJe/leHHbI!l ONBIT KOM-
IJIEKCHOTO JIeueHUsI MallMeHTOB C BPOXXAEeHHO YeioCT-
HO-nuueBoy naronoruey (BWIII), umemmmx MHOPOK
passutusi CCC, paHee yxe cinoxuics B LlenTpe «bonym»
¥ ObUT HAYYHO MPECTaBJIeH AUCCEPTALIMOHHBIM MCCIe-
nosanuem (bioxuna C.U., 1982 r.).

IaHHbIle 3HAHUSI B OOJIBIIVMHCTBE CJIyUyaeB IMTOMOIJIN
1306eXaTh HeGIaroNmpUsITHBIX MCXOMOB MEPBUUHBIX OIle-
paumii o peanusauumu pacigenus BI' u/mwin H ¢ yuetom
YCTAHOBJIEHHO! IOCIeA0BAaTENbHOCTMA YCTPaHEHUSI OC-
HOBHOTO nopoka YJI0O u conytcTBytoieit anomanuu CCC.

Tak, rmepBuYHasI XeMJOpPUHOILIACTMKA K 6 MecsiiaM
6bL1a YCIIENTHO ITPOBe/ieHa B TAHHO IPyTITie MaMeHTOB
B 42,45% cinydaes, K 9 MmecsiiaMm — B 72,64%, K 1 rony — B
78,30 %, 3aTeMm, 110 MOKa3aHUSIM, YCTPaHEH OllepaTuB-
HBIM IIyTeM BPOXIEeHHBII TOPOK cepJilia U fajee mocjie-
IIOBaJI JOCTATOYHO IJIMHHBIN ITePUOJ, peabIuTaInn.

BenoypaHoruiacTuka y feTeil ¢ BpOXIEeHHOI paclie-
suHo BT u/mnu H, uMeowux COMyTCTBYIOUIYIO MAaTON0-
ruto CCC, ocymniecTBieHa B 36,32% ciyuaeB K 1,5 rogam,
B 53,81% - k 2 rogam, a K 3 rogam IIpOOIEepUPOBAHO
72,65% nmeteii. KomIiekcHast Xxupypruueckasi peabuin-
TalMsI CUMTAIaCh 3aKOHUEHHOI, UTO OTMeUeHO B 59,92%
CJlyyaeB, C YUeTOM aIbBEOJIOIIIACTUKU U KOPPUTUDPYIO-
MX 3CTEeTUYECKUX Omepauuii auua, octajabHbie 40,08%
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IeTelt, UMEWIIUX CJIOXHOe cOouYeTaHMe paclieIMHBI C
nartosiorueit CCC, Npomo/KaloT MOAYyYaTh ClleuaIn3u-
POBaHHYIO IOMOILb B CTPYKTYpe LleHTpa «BoHyM».

Xupyprudeckoe moco6ue B TpyIIe MalueHTOB, Peru-
CTPUPYIOIIMX COYEeTaHUS BPOXKIEHHON pacuienuHbl BT
u/vau H ¢ maTooruesi 1op-opraHos, TpeboBasio omnpee-
JIEHHOJi TaKTUKM IIpU IPOBeAeHUM XeIOPUHOIIACTUKMY,
BEJIOYPAHOIUIACTUKY Y KOPPErupymiiux onepanui.

IMoaroToBKa K omepauusM IpenycMaTpuBana Mepo-
MPUSITUSI CAHALIMOHHOTO XapakTepa CO CTOPOHBI JIOpP-
OpraHoOB, yallle BCero OKa3biBaeMble IOC/Ie MpeaBapu-
TEJIbHOTO aHaaM3a MUKPOQJIOPBI MOJOCTU PTa U HOCA.
[TpoBeneHMe BeIOYpaHOIIACTUKM, HE3aBUCUMO OT CITO-
coba ycTpaHeHMsl pacuieMHbl H, mpepmonarano IIyH-
TUpOBaHMe 6apabaHHOI ITOJIOCTU C OJHONM MU C OIBYX
CTOPOH C YCTAHOBKOJ CMJIIMKOHOBOTO MM TUTaHOBOTO
uryHTa 1j1si npoGuIakKTUKY KOHAYKTUBHOM TYTOYXOCTH.
HdaHHas TakTMKa pa3pabaThiBajiach COBMECTHO C Bpa-
YOM-OTOPUHOMaPUHTOA0TOM. [IpM 3TOM ONTUMAaJbHbIE
CPOKM XMPYpPTrUueckoro jedyeHus no nosomy BUJIII co-
XPaHsSJIM CBOI0 TPAAUIMOHHOCTD.

B wiyuae couetaHusi y peGeHKa BPOXAEHHO pac-
mwenuusl BT u/unu H ¢ gByCcTOpOHHeN HelpoceHCop-
HOJi TYTOYXOCTBIO U, IO MOKa3aHUSIM, HE06XOIMMOCThIO
KOXJIeapHO¥ MMIUIaHTallMM, MTOMOIb OCYIIeCTBJISETCS
B CIefylolleM IOpsiiKe: BHavase MPOBOASATCS IepBUY-
Hble omlepauuM MO YCTPaHEHUIO BPOXAEHHOrO MOPO-
ka YJIO (xeitopuHO- U BeaOypaHOIIaCTHKa), TO €CThb
BOCCTAaHABIMBAIOTCSl pacllelyIeHHble aHaTOMMUYecKue
CTPYKTYpBI auLa u/unu H, a 3aTeM yCTaHaBAMBAETCS
CJIyXOBOJt MUMIUIAHT BO BHYTPEHHEE yXO C Mocaenyolen
CJTyXOopedeBoii peabvuramnmei.

ITpu paccMOTpeHMUM TPYIINbI MALMEHTOB C BPOXKIEH-
HoM pacwenuuoii BI' u/unmu H B coueTanmuu ¢ Hapylie-
HUSMU B HEBPOJOrMYECKOM craryce — 769 (93,44%)
crydaeB Ha 823 ob6cienyeMbix, — GbIJIO OTMEUEHO, UTO
MaToJIOTMsI HEpBHO cucteMsl B 762 (99,09%) perucrtpa-
LMSIX AMarHOCTUPOBAJIACh KaK NTepUHATaAbHOE ITOpaXxKe-
HHe 1eHTpaJbHOI HepBHOU cuctembl (IITILIHC), u ero
MOCAeCTBUSI HECMHAPOMAIbHOTO reHesa M MpakTuue-
CKM He MMeNU Cepbe3HbIX MPOTMBOIMOKA3aHUI K MPO-
BeJeHMIO XeJIOPMHOMIACTUKY U BeJIOyPAaHOIIACTUKY B
TpaguUIMOHHbIE CPOKU UCIIOTHEHUS.

Tak, mepBuUUHas XeMHIOPMHOIIACTUKA K 6 Mecslam
OblIa IpoBeeHa B JaHHOJ TPYIIIe MalueHToB B 53,39%
cryJdaes, K 9 mecsuam — B 81,92%, k 1 rony B 88,98%, a
BeJIOypaHOIlJIaCTUKA BBIMOJIHEHA K 2 TogaMm — B 62,90%
clyJyaes, K 3 rogam — B 76,41%.

CrenyeT OTMETUTD, UTO CBOEBpPEMEHHOE yCTpaHeHMe
pacmenuusl YJIO y pebeHKa B CUTyalM COMYTCTBY-
OUleli MaToJIOTUM HEePBHOM CUCTEMBI SBWJIOCH IT0JIO-
KUTEJIbHBIM MOMEHTOM, IpeIoIpeneasionmum 61aro-
MPUSITHbIE VCXOAbl KOMIUIEKCHO! peabunutanuu, u
dakTopoM, He TOIBKO observamIumM GopmMuUpoBaHNe U
pa3BUTHE KOCTHO-MbIIIEUHOM CUCTEMBbI JUIEBOTO CKe-
JleTa, HO U TIOJIOXKUTEIbHO CITOCOGCTBYIONIMM peajmn3a-
LMY HEBPOJIOTMYECKUX U TICUXO(PU3UOTOTUUYECKUX TTPO-
SIBJIEHU, CBSI3aHHBIX C MOpOkoM pa3Butus LIHC.
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B pmanHOM BONpoOCe MOJOXUTENbHYIO DOJb Urpaer
IeTCKMi 06jacTHOI LIeHTp MmepMHATATbHON HEBPOJIO-
TUU, OTKPBITHINI B TpeoOpa3oBaHHOI CTpPykType «bo-
Hym» B 2007 rogy. Cnenuanuctsl LleHTpa KOPPUTUPYIOT
HEpPBHO-IICUXMYECKME PACCTPOICTBA OPraHMUYECKOro U
(YHKIMOHATBHOTO TPOUCXOXKIEHUS, COMPOBOXKIAI0-
11e BpoXXaeHHbIe paciieanubl BI' u/uam H.

B maHHOI rpyme nanyeHToB Obljla YCTaHOBJIEHA KOP-
peNsSIIMOHHAs 3aBUCUMOCTb MEXIY PaHHMMMU CPOKaMU
MUCIOJHEHUSI XeTIOPUHO-BeI0YPaHOIUIACTUKM U CTPYK-
TYPHO-GYHKIIMOHAIBHBIMU BO3MOKHOCTSIMM (HOPMUPO-
BaHMSI PEUEBOTO aIrapara, YTo GIarompusTHO CKa3aaI0Ch
Ha «BbIpaBHMBAHUM» MICUXOHEBPOJOTMUECKOI 3aepXKKU
YMCTBEHHOTO pa3BuUTusi peberka. OmHAKO cama CUTya-
Msl coueTaHusi BPOXKAeHHOV pacuienuabl BI' m/unn H
¢ HeBponornyeckumu HapyueHusmu HHC, HaumHas c
TepUHATAIbHOTO Mepuoa, SIBJISIeTCS PUCKOTEeHHbIM 06-
CTOSITE/IbCTBOM, TaK KakK Ja’ke M ealbHO BbINIOJIHEHHbIE
XeMJIOPMHO- M BeJIOyPaHOIJIACTMKA He rapaHTUpOBaIu
TIOJTHOIIEHHOTO Pa3BUTHUS peueobpa3oBaTelbHON QyHK-
UMY ¥ MUODYHKIIMOHATbHBIX CTPYRTYp YJIO.

Tem He MeHee, TpaKTHKa BbIOOPA PAI[MOHAIBHBIX CPO-
KOB ¥ TepCOHMMUIIMPOBAHHBIX CXEM XUPYPTUUECKOTO
neueHus paciennd Y10 Ha doHe BapuaHTOB I1aTOJO-
ruu ITHC mo3BossiteT chopMMUpOBaTh OOIINMIT MTPOTOKOI
ClleVaIM3MPOBAHHOM [IOMOIIY Ja’ke Ha paHHMX 3Tarax
peabunuranyu. [IpOTOKONM MPeANUChIBAET TPEXIE BCe-
ro KynupoBaTh COCTOSIHUSI, YTpOXKAIOLIYe HOPMaJIbHOMY
Pa3sBUTUIO MaJIblllia, a 3aTeM PacCMOTPETh BOMPOC KOP-
peKLUMM BPOKIOEHHO MaTOI0TUM JIULA U YeTIOCTeI.

B npouecce Hamero ucciefoBaHus Cpeliy BbISIBJIEH-
HbIX 823 ciiyyaeB coueTaHUSI BPOXKAEHHOI pacIleanHbl
auua u/nunu H ¢ pa3amMyHbIMy IOPOKaMM pa3sBUTHUS APY-
rMx opraHoB u cucteMm 719 (87,36%) coueTaHuii onpe-
JlefeHbl KaK HeCMHApoMaibHbie 1 TOAbKO 104 (12,64%)
3aperucTpupoBaHbl KakK CUHIPOMBI C MyTalueil Ha
YPOBHE reHa Uy XpOMOCOMBI.

Hawnb6osee 3HAUMMBIMM, C TOUKM 3PEHUS UX peayu-
3aluu, NpefcTaBaeHbl CMMIITOMOKOMILIEKCHI, BK/IOYA-
olIMe BPOXIEHHYI0 pacuiennny H, kotopas B 89,72%
cydyaeB COYETAaHMI OMAarHOCTMPOBAaHA KaK M30JMPO-
BaHHas maTtosiorus YJIO. IIpy maHHBIX CMMIITOMOKOM-
IIeKCaX Mbl PeruMcTpMpOBadM BbIPaKeHHOe aHaTo-
Mo-Tornorpaduveckoe HemopasBuTue CTPYKTyp H n
HOCOTJIOTKHU, YCUIOXKHSIOIee GU3MOIOTUI0 eBCTaXUeBOii
TPYOBI ¥ CPEeIHETO yXa, YTO B JaJbHeIIeM HYKHO ObLIO
YUYUTHIBATh NIPU MIpOBeleHuM miactTuku H u Tpe6oBaio
HeoOXOAMMOCTY ITYHTUPOBaHMST 6apabaHHOI MOIOCTH.
BoccTaHoBeHre aHATOMO-(GYHKIIMOHATbHBIX BO3MOX-
HOCTeJ TBepAOoro U MIrkoro H cormacoBsiBaaoch ¢ Mak-
CUMMaJIbHO PaHHUM CPOKOM OPTOLOHTO-XUPYPTUUYECKON
MOATOTOBKYU U MpeayCMaTpPUBAIO ONTUMAJIbHO paLo-
HaJIbHbIE TEXHOJIIOTUY YCTPAHEHUS pacileanHbl. B 601b-
LIMHCTBE Cy4YaeB MCIIOAb30BaJNCh aBTOPCKME CIIOCO-
6bI, pa3paboTaHHbIE B KIMHMKE UYETIOCTHO-JIUIIEBON U
IJIACTUYECKON XUPYPTUM, TEXHMKA KOTOPBIX IIpeaycma-
TpuBaia WAASINIYI0 METOAUKY U LOMOTHUTENbHbIEe Ha-
HOMAaTepuasabl, YTO OOYCIAaBIMBAIO HU3KUIL TPOIEHT

OCJIOKHEeHMIT BejoypaHoIiacTuku. Tak, U3 MpoBeleH-
HbIX 690 omepaluii Mo yCTpaHEHMIO pacile/Hbl Heba
3aperMcTpMUpoBaHoO Jullb 2,46% OCIOXKHEHUII B BuUme
HeGHO-IJIOTOYHOM HeZO0CTaATOYHOCTY Y OCTATOYHBIX Jie-
¢dexToB H, KOTOpBIE yCTPAHSIUCh B COOTBETCTBUM COMa-
TUYECKMX BO3MOKHOCTEN ¥ JTOKAJbHBIX IOTPEOHOCTEA.

[Ipu aHanmse XMUpPypruyeckoi NMOMOILIM MalMeHTam
C BpoxaeHHOM pacmennHoi YJIO m marosorum riaas,
OTMeUeHO 3HAUYUTEeTbHOe YMCIO Pa3HOOOpa3us COMyT-
CTBYIOIIMX aHOMasnuii opraHa 3peHwus. [JaHHasi HO30-
Jioruyyeckas rpymma BkiawoJana pacuenuHy 4JI0 u B oT-
JleJIbHBIX CIy4yasix peTMCTpUPOBaJia y OJHOTO MaljueHTa
IBa U OoJjiee MaTOJIOrMYeCKUX HAPYUIEHUI 3peHus, 3a-
HUMasl YeTBepTOe MEeCTO II0 YacToTe BCTPeYaeMOCTU
IMarHOCTUPYyeMOil COIYTCTBYIOIIei mnartojsorum — 630
(76,55 %) cnyuaeB cpeau 823 ob6cienyeMbix.

Hamu ycTaHOBJIEHO, UTO pa3iaMuHble BUIBI ITOpaxke-
HUSI OPTAaHOB 3peHMs] He 06pa3yoT COTIACOBAHHON 3a-
BUCUMOCTU C HECUMHIPOMAaJIbHON pacuieanHoinn BI' u/
unu H. OmHako cjiyday AMarHoCTUpPyeMOl peTHHOIa-
TUM HEJOHOUIEHHBIX U BPOXKAEHHOI KaTapakThl Tpe-
OYIOT OIpe/leJIEeHHbIX CPOKOB peanu3alUuy MaToJOTUU
3peHUs, IPUHATHIX B O(PTaTbMOIOTUYECKON MTPAKTUKE,
pa3paboTaHHBIX M BHEAPEHHBIX B JIeUeOHBIN IMpOILiecc
06/71aCTHOTO JeTCKoro odTaabmosiornyeckoro IleHTpa
Ha 6ase «BOHYM» — cII0CO6 MafsIIeli BUTPUIBAPTIKTO-
Muy npu V CTaauy peTUHONaTUM HeLOHOUIeHHBIX ¥ Ma-
JIOBECHBIX JleTeit (maTeHT PO N2 2464958 ot 27.10.2012).
CpoKu IaHHOI onepanyuy OrpaHUYEeHbI 72 YacaMu XU3-
HY HOBOPOKIEHHOTO M IMO3BOJISIIOT BO BCEX BBISIBJIEH-
HBIX Cy4yasiX NaTOJOTUM I71a3 YCIEeUIHO U CBOeBpeMEH-
HO YCTPaHUTDb JAHHOE MOopaXkeHue U B JajbHeiilieM He
MPENsATCTBOBATh 6JaroNpUSITHBIM CPOKaM MPOBEAEHUS
XeJIOpUHO-BeJIOYPaHOIIJIACTUKHM TIPY HOPMaJIbHOM CO-
MaTUYECKOM COCTOSIHUM 3I0POBbsI peGeHKa.

Ciryyau BpO>KIE@HHOV KaTapaKThbl, yCTPAaHEHHbIE B [TIepBbIe
TPU MeCsLia KM3HM MJIaZieH1|a, TakoKe TIO3BOJISIIOT YCIIEITHO
3aBepIINTb XMUPypruyeckoe jeueHue pacienrtbl YJI0.

CnenyeT OTMETUTD, UTO ONTUMAaJbHbIE CPOKY UCIIOTHEe-
HUS XUPypruveckoro jgeyeHus pacuenys YJI0 He 3aBuce-
JIV OT XapaKTepa MaTOJ0TUM I71a3, & BpeMeHHbIe IePUObI
peanM3aly COUYETAHHOI aHOMAaauM COITIACOBBIBAIUCH
Tpesk/ie BCero ¢ XapakTepUCTUKOI COMATUUECKOTO CTaTy-
ca pe6eHKa HAa MOMEHT OTEePaTUBHOTO BMEIATebCTBA.

Xupyprudeckoe jieueHye BpOKIeHHO paciieanHsl BI'
u/vnu H Ha doHe HapymeHuit co croporsl OIA He pe-
TUCTPUPYIOT CTieludMUeCKUX TPYIHOCTEN B IPOBeIeHUN
XeMJIOPMHO-BEJIOYPAHOIIJIACTUKY U He JNeMOHCTPUPYIOT
MPSIMO¥ 3aBUCUMMOCTM IIO CPOKaM MCIIOJIHEHMUS omepa-
TUBHOTO MOCOOMS B 0671aCTU MOPAKeHUS INIA U YelTio-
crTeii. VICK/TIoOueHe COCTABJISIIOT CIy4day TSDKENbIX (Gopm
pacmerienus BI, AO n H, conpoBoxpawuiuecs: 3HaYn-
TeTbHBIMY HApYHIEHUSIMU CO CTOPOHBI (POPMUPYIOIIET-
Cs1 3yOOUeITIOCTHON CUCTeMbI (OAHOCTOPOHHME HMIMPOKUE
pacIeMHbI CO 3HAUUTEIBHBIM IMACTa30M (parMeHTOB;
IBYCTOPOHHME paclieMHbl ¢ BhIpaskeHHO MpOTpy3ueit
MEXUeTIOCTHOM KOCTU MM CMellleHMeM ee B CTOPOHY;
JBYCTOPOHHME aCMMMeTpUYHbIe), KOTOPble OUKTYIOT 10~
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CTaTOYHO JJIUTENbHBIN IepUoJ, OPTOLOHTUYECKOTO Jieye-
HMS U peKOMeHZaluii Bpaua-opTOLOHTaA.

CrenyeT 3aMeTUTh, UYTO TEXHOJOTUMU U QJITOPUTMBI
OPTOAOHTUYECKOIrO JieueHUsT HauMHaAMUCh C MOMEHTaA
HOBOPOX/IEHHOCTU ¥ B OCHOBHOM peajiM30BbIBAINCH B
COOTBETCTBUM C aBTOPCKUMU TEXHOJOTUSIMU Bpaua-op-
TogoHTa lleHTtpa «Bonym» [donromnososoii I.B. (mateHT
P® N2 2170556 ot 20.07.2001).

AHanyu3 KOMIUIEKCHOV AMarHOCTUKY HapyeHuit OJAy
ZeTei ¢ BpoXKIeHHOI paciiennuoit Y10 BoisiBUI 664 Ciy-
yas u3 823 006C/IeqyeMbIX, PErMCTPUPYIONINX JaHHOE CO-
yeTaHMe NMOPOKOB. [IMarHoCTuKa U yCTpaHeHMe Hapylie-
Huit OJA y merteli B couetanuu ¢ paciienmnHoi BI' u /mnn
H, Kak npaBuI0, HAUMHAJIOCh C MOMEHTA UX PETUCTPaLIUU
B lleHTpe «BOHYM» U TPOTEKAJIO B CTEHAX OZHOTO MHOTO-
MpOGMIBHOTO KIMHUYECKOTO MEIMUIIMHCKOTO YUpex[e-
HMS, TOe 00/1aCTHOI meTckuii LIeHTp paHHel IMarHOCTUKI
¥ IPOGMIAKTUKY OPTOTIEAUUECKUX 3a00IeBaHMIT y deTeii
O6pan Ha cebst Bce BUIbI CITELMATM3UPOBAHHOTO JIeUeHUST
(rmateHT P® N22147829 ot 27.04.2000; mosie3Hast MoOJiesib
PO N929845 or 10.06.2003; matent P® N92299002 ot
29.08.2005; matent P® N22359607 ot 27.06.2009 u nip.).

HesHaunTenbHasi Ipyma HOalyeHTOB C aHOMalIMSIMU
pasButus XKKT (aTpesust aHyca) B COYETAaHUM C PaCIIeNnu-
Hoit WIO, peructpupoBaiach cpeay 823 obcaemyeMbIx B
3 (0,36%) cnyyasix B epuofie HOBOPOXKAEHHOCTU U yCTpa-
HSJIaCh HETOCPEINCTBEHHO B oOTaeneHuy matomormy O6-
JIACTHOTO TIEPUHATAJIBHOTO IeHTpa. IIpu 6aronpusTHOM
ucxoge nanHas natonorus XKKT He Biusiia Ha CPOKU Olle-
paTMBHOTO IOCO6MS BoccTaHOBIeHNS pyHKuym BT w/mmm H.

OO6wmMit KOHTPOIb 3a PeabuIMTalMOHHBIMM Mepo-
MIPUATUSIMU 110 YCTPAHEHUIO paclleanHbl anua u/unmn H
MpU HaJIMYUU COIYTCTBYIOIIEV aHOMaauy OBLT BO3JIO-
KeH Ha CIenuaJnucToB obnactHoro LleHTpa KoMILIekc-
Horo ysieueHus getei ¢ BUJIIL. Cpoku U TEXHOJIIOTUM CIie-
LMaJIU3MPOBAHHON IOMOLIM KOHKDETHOTO MalMeHTa
KOOPAMHMPOBAja TeXHOJIOTUYecKas KapTa ¢ ykasaHuem
CPOKOB ¥ 00BEMOB BOCCTAHOBUTEJNBHOTO JIEUEHUS OC-
HOBHOTO U COIYTCTBYIOIIEro Mmopoka pa3BuTusi. KoH-
TPOJb AMHAMUKY UCTIOTHEHUS KOMIUJIEKCHOTO JleueHMsI
BO3J1arajicsl Ha CIelMaJCTOB KabuHeTa KaTaMHe3a Jye-
pe3 KOMITbIOTepHYIO 6a3y maHHbIX LleHTpa «BOHYM».

LudpoBoit mMaTepuan MO CPOKaM XUPYPTUYECKOTO
JneyeHus: pacuienuusl YJIO npu pasamMuHbIXx BUAAX CO-
Iy TCTBYIOIIEI MAaTOJOTUM IIPEICTaB/IeH B TabmuIle 2.

3aBepliasi ONMCaHMe Iapasieneil XUpPypruyeckoro
JleueHus 1o peanmsauuy pacuwenuubl BI' w/unm H nHa
(oHe BOCCTAaHOBUTENILHOTO JIEUEHUSI COIYTCTBYIOLIEH
MaTOJIOTUM APYTUX OPTAHOB U CUCTEM, XOTeI0Ch ouep-
KHYTb 3HauMMOCTb IMEeAMaTPUUECKOTO COMPOBOXIEHMUS
yKa3aHHOI rpynisl gereit. C 3TUX Mo3unyit 060CHOBaHA
11eJ1ecoo0pasHoCTb co3ganms O61aCTHOTO AeTCKOTO LieH-
Tpa NIpeBeHTUBHOI eAuaTpuy, 3aperucTpUPOBaHHOIO B
CTpyKType «BOHyM» Npukazom MuHUCTepCTBa 34paBo-
oxpaHenus CBepayioBcKkoit obmacty B 2006 romy.

[aHHbIV NTeagaTPpUIYEeCKnii LEHTP BBINONHSIET 33439y
00I1Iero MpOTHO3MPOBAHUST PeabUINTAIIMOHHOTO TTOTEeH-
uMasa ¢ yyeTOM IIPaBWIbHOTO BCKapMJIMBaHMSI U TICHU-

OpuruHanbHas ctatbg | Original article

XOCOMaTUYECKOTO pa3BUTUS peGeHKa CIOXKHOTO TeHesa.
3HauMMast 4yacTh ero QyHKIuii 6b1a KOHTPOIbHOIA, OTIpe-
JleJIsrollet KaueCTBO MOATOTOBKY K OTlepaluy U BeleHMIO
rocJieoriepalMoHHOro nepuoga. Ha kaxkmom arare anro-
pUTMa peabuIMTalMOHHOrO Ipoliecca Bpau-IMeauaTtp Bbl-
CTyIaeT He TOJbKO B POJIM AMarHoCTa-peadbuinTonora, Ho
¥ KOOPAMHATOPa-OpraHu3aTopa BOCCTAHOBJIEHMS 3I0PO-
BbSI IIALIMEHTOB, HAUMHASI C TIeP1OIa HOBOPOKIEHHOCTH.
TakuM 06pa3soM, MHOTO(MYHKIIMOHAIbHAS CTPATErus
XUPYPTUUECKOTO JIeUEHUSI B TIPOIecce peadbwnTanmumu
NalnyueHTOB C BpOXKIeHHON pacuieanHoin Y10 B coueTa-
HUU C aHOMAa/IUSMM IPYTUX OPraHOB U CUCTEM, MHHOBA-
IMOHHO pa3paboTaHHasi B CTeHaX MHOTOMPOGUIBHOIO
KIMHNUYECKOTO MeAUILIMHCKOTO YUpeXaeHnsd, MOXKeT C/Iy-
SKUTbh «IJOPOKHOI KapToii», oIlpemensiolleli BapMaHThbI
BOCCTAHOBUTEIIBHOTO ITPOIecca 3I0POBbS M COIMATBHO-
ro 6arornonyuust GopMUPYIOMIECs IMIHOCTY pebeHKa.

KnuHuueckuit npumep coueTaHns BpOXKAEHHOM
pacwenuHbl 410 c aHoManuaMu pasBuTUa APYrux
OpraHoB U CUCTEM

IManyeHTKa A. — IepPBBIf pe6EeHOK U3 AMaMHUOTHYE-
CKOJ1 IBOVIHM, OT MepBOJii 6epeMeHHOCTH, IIPOTEeKaBIIet
Ha dhoHe ayTOMMYHHOTO TUMPEOUAUTA, 3yTUPeOo3a, Xpo-
HMYECKOro TuesoHedpuUTa BHE OOOCTpPEHMUS, UCTMMU-
KO-1lepBUKa/IbHOI HegoctaTouyHocTu, OPBU B nepBom
TpUMeCTpe. AHTeHAaTa/JIbHO B CpOKe 12 Hefleb y OMHOTO
IUIOJA BBISIBIEHBI MHOKECTBEHHbIE MMOPOKU Pa3BUTUS:
BpPOXAEeHHbIN mopok pa3dsutus auna u LIHC. Poner mpe-
KIleBpeMeHHble (36 Hepellb), 3KCTPEHHbIE, OlepaTUB-
Hble, IPOBEIEHO KecapeBo CceueHue.

Ha gucnancepusiit yuer B LlenTp «boHym» BCcTanm B
Bo3pacre 1 mecsn 1 Hepmens ¢ puarHo3om «Kocast pac-
njejqMHa JULa B COYeTaHMUM C ABYCTOPOHHEN paclienm-
Holt BI. BpoxkpeHHast IByCcTOpOHHSST paciienuHa AO u
H ¢ acummeTtpueit msarkoro H u g3b1uykoB. Coobiano-
masica ruppouedanus. IocoeacTBusi mepuHaATAIbHON
sHnedanonaTM TrUMNOKCUYECKU-UIIEMIIECKOTO TeHe-
3a, paHHUI BOCCTAHOBUTEJbHBIN Nepuof. [lomyTHeHMe
pPOTOBUIIBI TpaBOro riasa. /JJo6aBouHas XOpAa JeBOTo
kenygouka. PyHKIMOHMUPYIOIlee OBalbHOE OKHO. [Ine-
JIO3KTa3us. AHeMUsI He[IOHOIIEHHOTO CpeiHell CTeleHU
TsDKeCTU. [IBYCTOPOHHSSI CMelllaHHasl TYTOyXoCThb». Pe-
6EeHOK C POKIEeHMS HaOMI0gaeTCsl HepOXUPYypProM.

C MOMeHTa MepBUYHOrO obGpalleHus maleHTKe Mpo-
BOOMJIOCH paHHee OPTOLOHTUYECKOe JieueHue (puc. 1).
VYcTpaHeHMe KOCOM paclle/yHbl AMLA Y [epBUYHAs OBY-
CTOPOHHSIS XeMIOPMHOIUIACTYKA IIPOBEEHBI C OTCPOUYKOMN
B BO3pacTe 2 jieT 1 Mecsia IO NpuUUMHE MpefBapuTeb-
HOTO yCTpaHeHus ruaponedanuu: B Bo3pacre 8 MecsIies
MpoBeJleHa SHAO0CKOMMYEeCcKasi BEHTPUKYIOLMCTEPHOCTO-
Mus, a B Bo3pacrte 1 rof 3 mecsilia — BEeHTPUKYJIO-TIEPUTO-
HeaJlbHOe WyHTHpoBaHue (puc. 2). Ulaasmas ypaHoruia-
CTMKa C yCTpaHeHueM acCMMMeTpUy MArkoro H 1 s3p1ukoB
(1o aBTOPCKOI MeTOAMKe) IIpoBefeHa B Bo3pacTe 2 roga
11 mecsieB (puc. 3). B HacTosiiee BpeMs peGeHKY ITPOBO-
IISITCSI TZIAHOBBIE KyPChI pEUeBOii peabuInTaym.
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Ta6nuua 2. Cpoku XMPYpPruyYeckoro neyeHus paclienmHbl YeNCTHO-NTNLEBOW 061aCTV NPY Pa3NNYHbIX BUAAX

co I'IYTCTByFOUJ,(:’l;i naTonornun

Table 2. Time of surgical repair of orofacial clefts combined with various types of comorbidities

Bupn conyTcrBytowen natonoruu / Type of comorbidity

Bun Matonorua CCC Natonorus
A MaTonorus flatonorus Matonorus | Matonorus (8 TOM ucne pa3BuTUN
BMelWaTenbCTBa "

nop- HEpBHOK OOA OpraHos BPOMAEHHbIE XKT O6uwee
MU CPOKM cUCTEMBI NopoKM cepaua) .
OopraHos Musculo- | 3peHus . Malformation yncno
onepauuu Nervous Cardiovascular
; ENT skeletal Eye . of the gastro- Total
Type or time . system . abnormalities . .
disorders . defects disorders | . . intestinal
of surgery disorders (including conge- S
nital heart defects)
MEPBUYHAS XEMNTOPUHOMNACTUKA (KoNM4yecTBO NauMeEHTOB, abc. uucno, %)
PRIMARY CHEILORHINOPLASTY (number of patients, abs. number, %)
Hyxaaerca B onepaunu | 5, 100 | 354 (100) | 306 (100) | 302 (100) 106 (100) 2(100) | 370(100)
In need of surgery
o"e"a;g:r';'::ze”e"a 357 (98.62) | 349 (98.59) | 303 (99.02) | 301 (99.67)| 102 (96.23) 2(100)  |365 (98.65)
o 6 mec.
E. ot |193(5332) | 189 (53.39) 170 (55.56)| 171 (5662) | 45 (42.45) 1(50.00) |196 (52.97)
@ c
Zs 9?71::::55 296 (81.77) | 290 (81.92) | 252 (82.35) | 252 (83.44) | 77 (72.64) - 302 (81.62)
2 o
& S
3> 1roa 322 (88.95) | 315 (88.98) | 274 (84.54) | 274 (90.07)| 83 (78.30) 1(5000) |329 (88.92)
85 12 months
Q o
E +
x O 2 roaa 349 (96.41) | 343 (96.89) | 297 (97.06) | 295 (97.68) | 99 (93.40) - 357 (96.49)
5 = 24 months
1]
e Crapuwe 2 net
(7]
2 | g | 8@ | 670 | 6(196) | 6(199) 3 (2.83) - 8 (2.16)
Onepau.mi He npoBeaeHa B
No surgery 5(1.38) | 5(141) | 3(098) | 1(0.33) 4(377) 5 (1.35)
BEJIOYPAHOIJIACTUKA (konnuyecTBo nauuneHToB, abc. uncno, %)
PALATOPLASTY (number of patients, abs. number, %)
Hysaaerca B onepaunu | ., 160 | 725 (100) | 620 (100) | 590 (100) 223 (100) 3(100) | 770 (100)
In need of surgery
o"epag‘;’;r’;';::e“e"a 686 (90.26) | 645 (88.97) | 569 (91.77) | 550 (93.22) | 186 (83.41) 3(100) |690 (89.61)
.. Lo 1 ropa _
& | Under 12 months 34 (447) | 31(428) | 30(4.83) | 29 (4.92) 10 (4.48) 34 (4.42)
a I 1ron
[u] _
3 :; Ly ot | 84(1105) | 80(1103) | 71(1145) | 71(1203) 19 (8.52) 84 (10.91)
x ©
3 o L.5roRa 1401 4750) | 345 (4759) | 310 (5000) | 299 50.68)| 81 (3632) - 360 (46.75)
g = 18 months
@ ) 2 ropa
S5 A 479 (63.03) | 456 (62.90) | 400 (64.52) | 387 (65.59)| 120 (53.81) 2(66.67) |483 (62.73)
£ = 24 months
28l 3roma 584 (76.84) | 554 (76.41) | 492 (79.36) | 471 (79.83)| 162 (72.65) - 588 (76.36)
38 2 yoars . . . . . .
[}
[ =
S cg\f::‘;i{’;e' 102 (13.42) | 91(12.55) | 77 (1242) | 79 (13.39) 24 (10.76) 1(3333) |102 (13.25)
Onepauua we nposeaeKa | 4 74 | 80(11.03) | 51(8.23) | 40 (6.78) 37 (16.59) - 80 (10.39)

No surgery

lpodommeHue / Continuation

\/
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Bun
onepaTMBHOro
BMellaTeNbCcTBa
MU CPOKMU
onepauuu
Type or time
of surgery

Bupa conytcTBytowei natonoruun / Type of comorbidity

MaTonorus
nop-
OpraHos
ENT
disorders

Matonorus
HEpBHOM
CUCTEMDI
Nervous
system
disorders

Maronorus
OOA
Musculo-
skeletal
defects

MaTonorus
OopraHoB
3peHus
Eye
disorders

Maronorna CCC
(B TOM uucne
BPOXXAEHHbIE

NOpPOKM cepaua)

Cardiovascular

abnormalities
(including conge-
nital heart defects)

MaTonorusa
pa3BuTuUa
XKT
Malformation
of the gastro-
intestinal
tract

Obwwee
yucno
Total

AJIbBEOJIONJIACTUKA (KonnuyecTBo nauueHToB, abc. uucno, %)
ALVEOLOPLASTY (number of patients, abs. number, %)

Hyxpaetcsa B onepauum
In need of surgery

354 (100)

347 (100)

298 (100)

295 (100)

103 (100)

2 (100)

361 (100)

Onepauus npoBeaeHa
Operated

74 (20.90)

72 (20.75)

69 (23.15)

72 (24.41)

8 (7.77)

1 (50.00)

74 (20.50)

C6 po 11 ner
BKJ/IOUMTENBHO
6 through 11 y.o.

24 (32.43)

24 (33.33)

22 (31.88)

23 (31.94)

3 (37.50)

24 (32.43)

C12-16 ner
BK/IIOUUTENIbHO
12 through
16 y.o.

Operated, of which by age:

45 (60.81)

43 (59.72)

43 (62.32)

44 (61.11)

5 (62.50)

1(100)

45 (60.81)

Crapuwe 16 ner
Over 16 y.0.

Onepauus NnposeaeHa, U3 HUX K BO3pacTy:

5 (6.76)

5 (6.95)

4 (5.80)

5 (6.95)

5 (6.76)

Onepauus He npoBeaeHa
No surgery

280 (79.10)

275 (79.25)

229 (76.85)

223 (75.59)

95 (92.23)

1 (50.00)

287 (79.50)

JAocturnm
Bo3pacra 18 ner
1 CHATBI C yyeTa

Patients,
who turned
18 years and were
withdrawn from
the long-term
follow-up care

12 (4.29)

12 (4.36)

11 (4.80)

13 (5.83)

1 (1.05)

12 (4.18)

He pocturnm
Bo3pacTa 6-7 net
Under
6-7 years old

94 (33.57)

94 (34.18)

66 (28.82)

55 (24.66)

51 (53.69)

99 (34.50)

Mpoxoaar
OpTOAOHTU-
YeckyH
NOAroTOBKY
K anbBeono-
nnacTtuke
In the course
of orthodontic
preparation for
alveoloplasty

Onepauusa He NnpoBeAeHa, U3 HUX:
No surgery (of which):

174
(62.14)

169
(61.46)

152
(66.38)

155
(69.51)

43 (45.26)

1 (100)

176
(61.32)
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Puc. 1. MNaumenTtka A., doTo B aHdac 1M B npoduab 40 onepaumu: a, r — HA MOMEHT NOCTAHOBKM HA AUCMAHCEPHbIN YYeT;
6, 4, - B npouecce OpTOAOHTUYECKOWM MOATOTOBKM K ONEPATUBHOMY JIeYEHUIO; B, € — HA MOMEHT onepauuu
Fig. 1. Patient A, full-face and lateral views before surgery: a, d - baseline;
b, e - during orthodontic preparation for surgery; c, f - during surgery

Puc. 2. MaumeHTka A., poTo B aHdac 1 B npodumnb Nocae onepaumu: a, r — cpasy nocsie onepaunu,
6, 0 - yepe3 1 Hepento nocne onepauuu (B LeHb CHATUS WBOB); B, € — yepe3 10 MecaueB nocne onepauum
Fig. 2. Patient A, full-face and lateral views after surgery: a, d - immediately after surgery;

b, e - one week after surgery (on the day of suture removal); c, f - 10 months after surgery

Puc. 3. MNaumeHTka A, doTto Heba: a — Ao onepaumu; 6 — cpasy nocne onepauum
Fig. 3. Patient A, palate: a - before surgery; b - immediately after surgery
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