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Yacrora M pacnpocTpPaHEHHOCTb POXxKIe-
HMA JeTedl ¢ BPOKIEHHOH pacuieJuHOil ry0bl H
Hé0a. BpoxnmeHHas pacmienuHa BepxHEH T'yObl |
HEOa (BPI'H) B cTpyKType BpOXKIEHHBIX aHOMAIH
Pa3BUTHSL YEIFOCTHO-IUIEBON O0JIACTU MO YacTOTe
3aHHUMAaeT MepBOe MECTO, a CPEAU BCEX BUAOB BPOXK-
JICHHBIX aHOMAaJIMH 4-7 MECTO U OTHOCSITCA K Haubo-
Jiee TSHKETBIM MOPOKaM Pa3BUTHSL, MPUBOISAIINM K
3HAYUTEJbHBIM aHATOMUYECKUM (KOCMETHUYECKUM)
n GyHKIMOHANBHEIM Hapymienusm (B.W. Mcmaiino-
Ba, 2000; Jr. Coleman, 2001; Ax.A. Mamenos,
2002; T'.1. Owumesa, 2002; A. Xemmpux, 2002;
C.II., Myp3abaeBa, 2004; B.B. Cyrynos, 2006,
N.B. IBopsxosckuii, 2007; A.FO. Kyrymes, 2012;
O.B. Hemo6una, 2012).

Anaromuyeckne W (DyHKIMOHAIBbHBIE Hapy-
LICHUS, BBISBISIEMBIE Yy AETe C JIaHHON HaToJIOTH-
i, MPUBOJAT HE TOJNBKO K 3aJepKKe (PU3HUECKOro
pa3BUTHS ITHX OOJILHBIX M K YaCTBIM COMYTCTBYIO-
KM 3a00JIeBaHMSAM, HO M K U3MEHEHHUSIM CO CTOPO-
HBl TICUXMYECKOT'O COCTOSHUSI peOeHKa, 00yCIJIOB-
JIEHHOTO 3aMKHYTOCTBIO, DPa3BUTHEM KOMILIEKca
HernoJHoueHHocTH. Kpome Toro, B HEKOTOPBIX CIIy-
yasx BPI'H MoxeT coueratbcsi ¢ BPOKICHHBIMU
MMOPOKaMHU pa3BUTHS JPYTHX OpPraHOB M CHUCTEM
(cepama, nerkux, mouek u Ap.) (T.M. Memepsikosa,
2015). Yacrora poxxaenus neteii ¢ BPI'H B mupe no
JaHHBIM BceMHpHO# opraHuszaunvu 31paBOOXpaHe-
Hus (2006) cocraBmser 1:800-2000 HOBOpPOXKIEH-
HbIX. CTeneHb pacnpoCTPaHEHOCTH BPOKIECHHON
paciienuHbl BepXHel IyObl u HeGa 3aBHCUT OT Teo-
rpadUuecKoro TOJOXKEHUs, packl M COIHANBHO-
skoHommuyeckoro cratryca (OPCS  Congenital
malformation statistics, 1992; L.A. Croen, 1998;
M.T. Coboume, 2004; A.}O. Kyrymes, 2012). Ilo
nanubpiM K.Patel BcTpeyaeMoCTh AaHHOTO IMOpPOKa
HaunOoJee yalle y a3uaTckux HapoaoB - 1:500 HoBo-
POXIEHHBIX, B MEHBIIEH CTENEHW Y KaBKa3CKUX
HaponoB - 1:750 u emie pexe y appoaMepuKaHIICB -
1:200 (K.P.Patel, 2006). G. Smith oTme4aeT BbICO-
Kyl0 4acTOTy 3Toro mnopoka B CHHramype - [0
5,38:1000 1, Ha00OPOT, HU3KYIO Y Hapoaa OaHTy B

FOAP. Ilo cratuctuueckuMm ganueiM B CHIA oTtme-
YEHO KOJICOaHWE YacTOThI 3TOro mopoka ot 0.78 mo
2.5 Ha 1000 HoBopoxaéHHbIX. Tak, oT 0.78 B mrare
HLm—ﬁopK, no 1.82 na I'aBasgx, 1.94 B Amabame u
naxe g0 2.5 Ha 1000 HOBOpOXIEHHBIX B HblO-
Mexuxko. B Poccun npoueHt gerei ¢ BpoxIEHHBIMA
MOpPOKaMHu pa3BuUTHUs cocTasisier oT 1 mo 12% or
Bcex HoBopoxaeHHBIX (O.B. Hemrobuna, 2012).

B VY30ekucTane 4ucio pokIaONIUXCs ¢ aHO-
MaJfel pa3BUTHS COCTABISIET Oomee 4 THICSY B IO/,
TPEThIO YacTh KOTOPBIX COCTABJISIFOT JETH C BPOXK-
JIEHHON MAaTOJOTHEH YeIIOCTHO-THIEBON 00JacTH,
u3 HUX 90% npuxonuTCa Ha BPOXKICHHBIE pacuie-
TUHBI BepxHel ry0bl nw/unm Heba. Ilo manueiM P.A.
AwmanysiaeBa yactota poxnaenus nereid ¢ BPI'H B
V36exucrane B 2003r. cocraBmiia: B ApalbCKOM
peruone 1:540, B Depranckoit obnactu - 1:943, B
Camapkanjckoii oomactu - 1:518, B TaikeHTCKOM
obmactu - 1:714, B r. Tamxkenre - 1:806 (P.A. Ama-
HyJutaes, 2006).

Hecmotps Ha ycriexu COBpeMEHHOUM MeTUITN-
HBI B COBEPILIEHCTBOBAHNHU XUPYPTUIECKIUX METOIOB
neuyenus nanuentoB ¢ BPT'H go cux mop ocratorcst
CIIOPHBIMU TaKHE€ BOIPOCHI KaK, CPOKU BBHITIOTHEHHSI
XUPYPrHUYECKOTO JIeYeHHS, BEIOOp Hanbosee 3ddek-
THBHBIX M HaMMEHEE TPABMATHYHBIX METOJOB, KO-
TOpbIE€ B JJAJIbHEUIIIEM TOBIHUSAIOT HA COCTOSIHUE, pe-
YK, pOCTa BEPXHEHW YEIIOCTH M CpPEeIHEHN 30HBI JUIlA
n obmee passutue pedenka (G.E. Henningsson,
1986; 2.Y. Maxkamos, 1989; A.C. AprtiomikeBuy,
2002; A.YO. Kyrymes, 2012).

JTHONOTMA M MNaToreHe3 BPOKAEHHOMH
pacuieTuHbI BepxHeil ryosl u Héda. BpoxneHnHas
pacuieniHa TyObl U He0a - 3TO MOPOK, BO3HHUKAIO-
W B pe3yabTaTe HapymeHui MopdoreHesa mioaa
Ha 7-8 m 11-12 nepensx recrarmm (H.W. ABeppsano-
Ba, 1996; H. Hruskova, 1998; A.B. Kamrom, 1999;
E.A. bamagaunaa, 2001; M.II. Bononankwnii, 2004;
T.B. BuxToposa, 2005; O.B. Hexrobuna, 2012).

Bricokne mnokazaTenu poXACHHUA JAeTel ¢
BPT'H oTMeueHbl B 30HAaX C 3arpsi3HEHHBIM aTMO-
chepapiM BO3myxX0oM. OCOOEHHO BBICOKA YacTOTa
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poxknenus nereri ¢ BPI'H B paifonax ¢ Hebmaromnpu-
SITHOM DKOJIOTMYECKOM OOCTAHOBKOM, CBSI3aHHBIX C
npombIieHHsIM nipousBoacTBoM (C.B. Uyiikuw,
2008) u panmoaktuBHBIM u3nyueHuem (M.b. Yma-
KoB, 1999). TepaToreHHbIE SIIBI OTHOCSATCS K YUCITY
XMMUYECKUX MyTareHoB. K HMM oTHOCsTCA: conn
TSDKETBIX METaJUIOB, HUKOTHH, aJKOTOJb, XJIOPO-
(dhopM, TOPMOHBI KOPHI HAITOYCUYHHUKOB, MedoaraH-
Thl, HHCEKTHLUBI, TepOUIINIBI, OPIraHUYECKUE Be-
HIeCTBa, cojepsKaiue 0eH30IbH0e KoNbIo 6 (peHo-
nbl) 1 T.1. (A.M. Beiin, 1981).

I'umoxcust, kKak XUMHUYIECKUH (pakTop mpu 3a-
OoyieBaHNM KPOBU y MaTepH (aHEMHs Yalle BCEro)
BJIMSCT Ha CHHTE3 HYKJICWHOBBIX KUCIIOT U OEJIKOB,
YTO NPUBOIJUT K CTPYKTYpHBIM H3MEHEHUsIM (op-
MUPYIOIINXCS TKaHel u opraHoB smMOpuoHa. Kpome
TOT0, TUTIOKCHUSI HA TKAHEBOM yYPOBHE BO3MOKHA MTPH
M000M HH(EKIIMOHHO-BOCTIATUTETFHOM 3a00JeBa-
HUH, XpoHndeckoM aikoronusme u ap. (T.A. Tyry-
eBa, 1999). HenonmHoueHHoe, HecOaIaHCUPOBAHHOE
MUTAaHUE TAKXKE SIBISICTCSA TEPATOTEHHBIM (HaKTOPOM.
DHJIOKpUHHBIE 3200JIeBaHUSI POIUTENEH UTparoT
HEMAaJIOB)XHYIO POJIb B BO3HUKHOBEHHH BPOXKICH-
HBIX [TOPOKOB pa3BUTHA Yy AeTeil. ITo, Mpexae Bce-
ro, caxapHblii quabeT W 3a00JIeBaHUS IIUTOBUIHOM
xKenesbpl. ['MHEKoloruueckas MaTONOTUs, IEpeHe-
CeHHasT BO BpeMsi OEpeMEHHOCTH TaKKe MOXKEeT
CTaTh TNPUYMHON BPOXKACHHOM pacCILIeNUHBI T'yOBI.
Oco060 omacHble B 3TOM IUIaHE KpacHyxa, I'PHIII,
SMHUJEMHYECCKHI TIAPOTHUT, UTOMETATOBUPYCHAs U
reprernieckass WHQeknus, Tokcomazmos (O.IL
Kpacuukona, 1999; A.JI. Kacarkuna, 2000; C.H.
bamanmuna, 2002; O.B. Hemrobuna, 2012).

Oco0oe 3HaueHHe HMeeT mpobiieMa Teparo-
TEHHOTO JEWCTBHUS JICKAPCTBEHHBIX IPENaparos,
NPUHUMAEMBIX KCHIIMHAMH BO BpeMsi OEpeMEeHHO-
ct. VIMeIoTcst MHOTOYHCIIEHHBIE JJAHHBIE O TePaTo-
TCHHOM BIIUSIHMM HA TUIOJI XMMHUOIIPENapaToB, Trop-
MOHOB KOPHI HaJIIOYEYHUKOB, HHCYJIMHA, BUTAMHHA
A, caymuunatoB u jp. JlokazaHa TepaTOreHHOCTb
TaTUIOMHIa W Jua3enaMa (CeayKCEeH, PEeTaHmyM).
BrlmensnosxeHHOe TOBOPUT O TOM, YTO MEANKaMEH-
THI JKEHIIMHAM B TIEPBOM TPHUMECTpEe OEpeMEHHOCTH
Nydille He Ha3HA4yaTh WIH JTy TEPaIruio CBECTH K
munumymy (M.H. [lomynun, 1999).

B Oynymem, B wucciegoBaHus HE00XOAUMO
BKITIOYHTh W3yYCHHE BIUSHUS Psijia JPYruX IHTa-
TEJNBHBIX BEIIECTB H MHUKPOJJIEMEHTOB C IEINbIO 110~
UCKa JI0Ka3aTenbeTB dP(EKTUBHOCTH MX MPHMEHE-
HUS B Ka4eCTBE MPOQUIAKTHUECKUX MEPOTIPUSTHH.

C. Rouget et al. cooOmmn 06 CHUKEHUH pUC-
Ka TIOSIBJICHUS BPOKAEHHBIX PACIICIMH JIMIAa TpU
JOCTaTOYHOM COJepXaHUU (HOTUEBOM KHUCIOTH B
rame (oxono 0,35 r B Aenp). OH cuMTaeT, 4YTO Of-
HHUM 13 HanOoJee MCCIe0BaHHbIX METO0B Mpodu-
naxTuku nosisneHuss BPI'H sBnsercst npuem ¢onue-
BOW KHCIIOTHI B IepBEIe Mecsibl 6epementocTu (C.

Rouget, 2005). NmeroTcs cBeneHUss 0 HU3KOW KOH-
IIEHTpaIil MaTepuHCKOTO BUTamMuHa B12 m B6 B
CBIBOPOTKE KPOBH JieTel ¢ pacuienuHamu Jmna (LA.
Van Rooij, 2003). AnTaroHuctsl (GponreBol KUCIo-
Thl B paHHUE CPOKH TECTAllMH YIBAWBAIOT PHUCK
(hopMupOBaHUS BPOXKIEHHBIX PACHIETNH BEPXHEH
ryos! (S. Hemandez-Diaz, 2000). AntureparoreH-
HbIe 3G heKTh (HOIMEeBONH KUCIOTHI U TMHUIIEBBIX (O-
JIATOB JIOKA3aHBI WCCIIEOBAHUSAMH, NMPOBEAEHHBIMU
Ha JKUBOTHBIX (MbIIH, KpbIChl, cobaku) (S.S. Fu,
1996; J.M. Elwood, 1997; A. Paros, 1999; V.
Bienengraber, 2001; J.M. Burgoon, 2002; F.A.
Malek, 2003; P.R. Reynolds, 2003; F.A. Malek,
2004). Pe3ynbTaThl 3THUX HCCICAOBAHUI IOKA3aIH
TaKk)Ke BIHSHHE Ne(UIIUTa MUKPODJIEMEHTOB B pa3-
BATUU PACIICTUH JIUIA, a TAaKXKEe Ha BO3MOXXHOCTb
MPO(UIAKTUKY PACHICIUH JIMIIAa C IPUMCHEHHEM
MHUKpO3JeMeHTOB. VccrnenoBarensiMu ommcaHa B3a-
UMOCBsI3b Aedunuta BuTaMrHOB Bl 1 B6, a Takxe
MHOHMHO3UTOJIA, C YBEIUYCHUEM pPHCKA Pa3BUTHS
pacmenun juna (I.P. Krapels, 2004; 1.P. Krapels,
2004; R.G. Munger, 2004; T. Tamura, 2005; T.
Tamura, 2007).

Hanpumep, ecTh naHHBIC, TOATBEPIKIAIOIINE
poins neduITa IMHKA B TIOBBIIICHUH PUCKA TTOSB-
JIEHUs] JUIEBOW PACIIENUHBl B TIOMYJIAIMSIX, TIE
€CTh HelocTaTok notpebnenus uHka (R.G. Munger
et al., 2009). OnHako, 1O JAaHHBIM HEKOTOPHIX HC-
ciemoBaTeneil, cojepaHue IIMHKAa HE OKa3bIBaeT
HUKAKOTO BJIMSHUS HAa BEPOSATHOCTh PA3BUTHUS pac-
memmabl guna (Lee, 2003). Ects cBenenus o posu
MOBBIIIICHHON TeMIepaTypsl Tela OepeMeHHOW B
stuosorun BPT'H, koTopas Bo3MOXHa Kak B pe-
3yJibTaTe MHQEKIMOHHBIX 3a00JICBaHMMA, a TaKXKe
BCJIEJICTBUE BPEIHBIX YCIOBUH paboOTHl (TOpsuuit
1ex ¥ T..). ['uneprepMus BO3MOXKHA TaKKe BCIEI-
CTBHE 3JI0yNOTPEOJICHUS COTHEUHBIMU BaHHAMY UJTH
caynoii (A.D. I'yian, 1981).

Uewm crapiiie BO3pacT poguTenei, Tem Ooblie
BEPOSITHOCTh POXKICHUSI peOCHKA C TOPOKOM Pa3BH-
THS U C XPOMOCOMHBIMH aHOMausIMH. Tak y jKeH-
e rociie 40 JeT IeTH ¢ MOPOKaMU Pa3BUTHUS POXK-
JaroTcs vaie, ueM B Bo3pacte a0 30 et (3.B. Ma-
MenoB, 2002). st mOHMMaHWS TaTOTeHE3a BPOXK-
JIEHHBIX TIOPOKOB Pa3BUTHS JIWIIA M YEIFOCTEH HE00-
XOJIJUMO PacCMOTPETh HEKOTOpPbIE MEPUOABI M-
OprioreHe3a B YEIIOCTHO-JTUIEBOH 00JIacTH.

®dopMupoBaHHe JIMIA YeJOBEKa HAYMHACTCS
Ha 2-4 Hemene »MmOpuonanbHOro passutusi (b.
Kapncon, 1983; B.JI. beikos, 1999; P.K. [lanmios u
np., 2004), Ha 6 - 7 Hexene BHYTpUYTPOOHOTO pas-
BUTH (HOpMHUpYeTCsl MepBUYHOE HEOO M MPOUCXO-
JIUT HAYAJLHOS Pa3JICICHUE MEXIy POTOBOW M HO-
COBOI1 moJtocTsIMU. BriociiencTeun nepBuIHOE HEOO
JlaeT Hayajo IMepeaHed (MpeMaKCHIIIPHONW) JacTH
OKOHYATEIILHOTO HEDA, a TaKKe CPEAHEMY OTIHCITY
BepxHer ryosl (M.T. Cobourne, 2004). B nanbHeii-
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Bpox/ieHHble paclie/uHbl I'yObl U HEDA

IIeM U3 MepBUYHOTO HEOA pa3BUBACTCS MPEMAKCUII-
JSIpHAsl 9acTh BEPXHEH YENIOCTH W MEPeIHss TPETh
TBepaoro HEOa ¢ pe3uamu BepxHeil yenroctu. C 6 mo
8 Hemenu smOpuoreHe3a GopMupyercsi BTOPUIHOE
ué60 (J.C. Murray, 2004; A. Nawshad, 2004), xoTo-
poe maeT HayaJo OBYM 3aJHUM TPETSAM TBEPIOTO
HEOA ¢ KIBIKAMH W 33 JHAMH 3y0aMu BEpXHEH Yelnro-
CTH, PAcCIIOJIOKEHHBIMU JIOpPCAIbHEE PE3IOBOTO OT-
BEPCTHS, a TAKXKE MATKOMY HEOY M HEOHOMY SI3BIUKY
(H. Yoon, 2000; K. Hinrichsen, 1985; M.T.
Cobourne, 2004). B teuenue 6-ii u 7-i1 HeZENb M-
OpuoreHe3a MPOMCXOINUT 3aBepIIeHHE (GopMUpOBa-
Hus Bepxueit ryOsr (T.W. Sadler, 2006). HauGonee
4acTeIM sBJsIETCS 00pa3oBaHHe OOKOBOW paciiesu-
HBI BEpXHEH T'yObl, B pe3yJibTaTe HECPAIIeHUS BepX-
HEYEIIOCTHOTO OTPOCTKA C MEIUAIBHBIM HOCOBBIM
orpocTkoM. [IpubnusurtensHo k 8-9 Henmensam Oepe-
MEHHOCTH, OTMEYaeTcss KOHCONWAAIMS B 00JIaCTH
CITUSIHUSL OTPOCTKOB, (POPMHPYIOIINX BEPXHIOK de-
JIFOCTh, 000C00JICHHE POTOBOM TOJIOCTH OT HOCOBOM,
HayMHAeT pa3BuBaTbcs BropuuHoe HEOO (b.
Kapmncon, 1983). Ono obpa3yercs oT HEOHBIX OT-
POCTKOB, KOTOpBIE SBISIOTCS 0Opa3oBaHUSIMU Ha
BHYTPEHHHX TOBEPXHOCTSX BEPXHEUETIOCTHBIX OT-
poctkoB. [Ipu omyckanuu s3pIka BHA3, Kpast HEOHBIX
OTPOCTKOB MOJHUMAIOTCS, IEPEMENIAlOTCS U cpac-
TalOTCAd MEXAy CO0OW M HOCOBOM NeperopoaKoi.
Mopdorene3 numa, poOTOBOW IMOJOCTH, TMPOLECC
(hopmupoBaHus TyObl U HEOA HAXOIUTCS IO/ TeHe-
THYECKAM KOHTPOJIEM U XapaKTepU3yeTcst Mpo-
CTPaHCTBEHHO-BPEMEHHON  IOCIIEI0BATEIBHOCTHIO
COOBITHI, BKJIIOYAIOIIMX MUTPAIHMIO KJIETOK, IIPO-
mudepanuto, auddepenimposky wu amnomnrto3 (F.
Rahimov et al., 2012). Hapyuienue 1100010 U3 3THX
MPOLIECCOB BCIICICTBHE BO3/EHCTBHUS HEOJIAromnpu-
ATHBIX (PAaKTOPOB DK30- M IHJOTEHHOTO Xapakrepa
(TepaToreHoB) MOXET SIBUTHCS MPHYUHON (HOpMH-
poBaHMA aHOMaNUi pa3BUTH B oOnactu juna (A.K.
Kopcak m ap., 2000; H.S. Shahrukh, 2010; A.H.
Bapcykos u ap., 2011; F. Rahimov et al., 2012, B.A.
Jasnermmn, 2009).

Kiannuko-anatomnuyeckass ¥ (QyHKIHO-
HAJIbHASl XApPaKTePUCTHKA M OCOOEHHOCTH CO-
MATHYECKOIr0 €TaTyca JeTed ¢ BpPO:KIEeHHOI pac-
IeJMHOI BepxHed ry0bl m HEOa. CymiecTByrOT
pasnununble knaccuduranuun BPIT w/mmum H. Kiac-
cudukarnus Pponosoit JI.LE. nHanbonee ymoOHa ms
WCTIONIb30BaHMS B KJIMHUYECKOW MPAKTHKE YEIOCT-
Ho-JIMeBoro xupypra. lannas knaccuduxanus 0o-
Jiee MOJTHO OTBEYaeT TPEOOBAHUSAM KIIMHUKH M COOT-
BETCTBYET MEXIyHapoHbIM Kiaccudukarusm. Co-
rinacHo knaccudukanuu Opomnosoit JLE. paznuuaror
YeThlpe TPYMIbl JULEBBIX PACIIETUH: 1) W30IUPO-
BaHHAsI pacIIeIMHA BEepXHEH TyObl; 2) M30IUpPOBaH-
Has paciienuHa HEOa; 3) CKBO3HAs paciuenuHa (T.e.
paciienuHa BepxHel ryOsl u HEOA); 4) aTMnUUYHAs
paciienuHa jauia. B mepBeIX Tpex rpynmax ykasbl-

BaeTCs CTENECHb TSDKECTH pacIleNIMHbI, KOTopas 3a-
BUCUT OT BEIMYMHBI M XapakTepa Aedopmanuu
(T.A. Memepsikosa, 2015).

KnuHnveckn BBIIENSAIOT TPU OCHOBHBIE (Op-
MBI JIMLIEBOH PACIIECIMHBL: BPOXKACHHAS paclIeIHA
BepXHEH TyObl, BPOXJEHHAs pacIieluHa TyObl H
HEOA W BpOXKIEHHAs paciieinHa Tojbko HEOa (E.J.
Leslie, 2012).

AHatomuyeckue W (DYHKIIMOHAIBHBIE Hapy-
HIEHHUS TIPU BPOXKAEHHBIX pacIleINHAX BEpXHEH Ty-
OBl MHOTOOOpPAa3HBI M 3aBHCAT OT BHJA PACIICIHHBI
ryOBbl, T.€. OT CTEIICHH TSDKECTH BPOXKAEHHOTO IOPO-
ka. [Ipu Bcex pacmiennHax BepXHEH T'yObl HMEIOTCS
oOmme m1si BceX BUAOB aHATOMHUYECKHE Hapylle-
HUS1, BRIPQKCHHBIE B OOJBIIEH WIIM MEHBIIIEH cTere-
HU: pacIierieHne TKaHel BepXHel I'yObl; yKopode-
HUE CpeJUHHOrO (parMeHTa BepxHeW TyObl, ne-
(dopmanus KOXKHO-XPSAIIEBOTO OT/IeNIa HOCA.

IIpu ckpswITOM pacmienHe BepxHEH TyObl
HaOJroaeTcs BRIPAKEHHOE HEIOPA3BUTHE MBIIICY-
HOTO CJIOSl TIPH OTCYTCTBMM HapyIIEHHs LEIOCTHO-
CTH KOXXH M CIU3UCTON BepxHel TyObl. COOKy OT
¢uIbTpyMa MMeeTcs BepTHKaJbHAs pyOLoBas mMo-
JIOCKa KOXH B BHJE OOPO3/KH, O KOTOPOU OTCYT-
CTBYET KpyroBasl MbllIla pra. B cnokoiiHOM cocTo-
SHUM JIe(eKT Mano 3aMETeH W NPOSABIECTCS JIMIIb
BO BpeMs YJBIOKH, IJlada U T.II., KOT/Ia o 0be cTo-
POHBI OT OOPO3JIKU TOSBIISIOTCS] MBIIIIEYHbIC BATHKH
13-32 COKpAIIEHUs] KPYTOBOW MBIl pTa. YKOPO-
YeHHE BEpXHEH I'yOBI MPH CKPBITOH paciieliuHe He-
3HauntensHoe (1-2 MM), a gedopmManust KOXKHO-
XPSILIEBOTO OT/ela HOCa MaJl03aMeTHA

[Ipu HemomHOW paciienHe BepXHeW TyObl
HECpallleHHE TKAHEH MMEETCS TOJIbKO B HUKHUX €€
oThenax, a y OCHOBAaHHMsI HOCa MMEETCS] IMPaBUIILHO
Pa3BUTHIA YyYaCTOK WJIM TOHKUN KOXXHBIA MOCTUK,
coeMHAIONMKA 00a oTaena TyObl MeXIy COOOi.
[MpakTdeckn Bcernma mmeercst nedopMais Hoca:
KpPBUIO HOCAa Ha CTOPOHE PACIIEIMHBI PAaCTSHYTO,
YIUIOIIEHO, OCHOBAHHE €r0 CMEIICHO KHApYXH U
KHHM3Y, KOHYHK HOCa CMEMIEH B CTOPOHY pacHIeu-
HBI, HCKPUBJICHA MIEPErOpoiKa HOca 3a CUET BHIrubda
€€ B 370pOBYI0 CTOPOHY. IIpy CKPBITBIX 1 HEMOJIHBIX
pacileIrHax BepXxHed ryObl peOEHOK MOXET OpaTh
IpyIdb MaTepH, NPMKUMast TKAaHU TPyAU K HOpMaJib-
HO DPa3BUTOMY aJIbBEOJSIPHOMY OTPOCTKY BEpXHEU
YeNmoCcTH M HEDY, KOMIIEHCHPYS HETOJHOIIEHHOCTh
MBI TYObl aKTHBHBIM BKJIIOYEHHEM S3bIKa B aKkT
cocanus. [lpu momHBIX pacuienuHax HaOmromaercs
pacieruieHne TKaHel BepXHel T'yObl Ha BCEM IPO-
TSDKEHHU - OT KPAaCHOM KaliMbl 10 HUYKHErO0 HOCOBO-
ro xoma. [Ipu stom Bcerma mmeercst aedopmanys
KOXHO-XpAILEBOTro otaena Hoca. IIpu omHOCTOpOH-
HEH paclieNTnHe BEpXHEH ryObl IMEEeTCs YILTOIMICHHE
U PacTsHKCHHE KpbUIa HOca Ha OOJBHOM CTOpOHE.
Konumnk Hoca cMelieH B OOJNIBHYIO CTOPOHY, HO3APS
Ha 3TOH CTOpPOHE LIMPOKas, a MEpPeropojaka Hoca
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BBITHYTa B 37J0pOBYIO0 CTOpOHY. [Ipu ABycTOpOHHEH
MTOJTHOW paciielnnHe BepXHeil ryObl mocieaHss pac-
IeTIeHa CIpaBa U ciieBa oT GuibTpyma. CpenuH-
Has 4yacTh ryObl ykopouena. [leperoponka Hoca ko-
pPOTKasi M 3a CYET STOr0 KOHYHMK HOCA YIUIOMIEH U
MOATSAHYT K BepxHel ryde. O0a Kpbuta HOCA PacTs-
HYTHI U YIUIONIEHBI TaK, YTO HOC UMEET «HETPOU/I-
Hyo» ¢opMy. Hapymenne ¢GyHKIME KeBaHUS
HanboJee BCEro BHIPAKEHO NMPH CKBO3HBIX paciie-
JIMHAaX TyObl M He0a KOTJa UMCIOTCS aHOMAIHU 3Y-
00B, 3yOHBIX psmoB u npukyca (L.J. Jocelyn, 1996;
C.M. Myprtazaes, 2002; B.I'. JlaBpuxos, 2004; C.B.
Uyiikun, 2007; JLL.U. KOpwera, 2007).

CriocoObl  BCKapMJIMBaHMSI HOBOPOXKIEHHOTO
C pacIIeNnHON TYOBI 3aBHCAT OT CTENCHH BBIPAKEH-
HOCTH aHaTOMHUYeCKuX HapymeHuil. HoBopoxnen-
HBIE C U30JMPOBAHHOW PACIIENUHON TYOBI MOTYT U
JOJDKHBI COCaTh TpyAb Matepu. [Ipu CKpBITHIX U He-
MOJTHBIX PpacIIeInHaX peOEHOK COCEeT Tpynb, MpH-
JKUMasi COCOK K HOPMAaJbHO Pa3BUTOMY allbBEOJISIp-
HOMY OTPOCTKY, KOMIICHCHPYSI HEMOJHOIICHHOCTH
MBI TYObl aKTHBHBIM BKJIIOYCHHEM S3bIKa B aKT
cocanus. [Ipu nonaHOM paciuenuHe TyObl i co3/1a-
HUS TEPMETUYHOCTH HEOOXOJUMO CBECTH Kpasi pac-
menuHBl nansiamMu. OOMmEenpuHATO, YTO HaWIyd-
MM SIBIIIETCS €CTECTBEHHOE BCKapMIIMBAaHUE HO-
BopoxxaenHoro  (P.  Hodgkinson, 2005; T.
Kouskoura, 2011). M3BecTHO, YTO aHATOMUYECKUE
HapyIICHUs B MOJIOCTH PTa U TIIOTKH Yy JIETeH C NaH-
HOH BPOXIEHHOW IaTOJIOTMEH NPUBOAAT K XPOHU-
YECKUM  3a00JICBAHUSAM  KEJyIOUHO-KHIIIEYHOTO
TpakTa, TaCTPUTaM, AyOJIEHUTAM, KOJUTaM, XOJEIIH-
ctutam (A.}O. Bacumbes, 1999; M.A. SlkoBies,
1999; E.A. bananguna, 2002; Anx.A. Mamenos,
2002; D.M. Lopez, 2005). Cuutaercst yCTaHOBIICH-
HBIM, YTO y HHUX C TIEPBBIX THEH KU3HU (DOpMHUPYET-
Cs aTUNUYHAs,, HE CBONCTBEHHAS 3JI0POBOMY Opra-
HU3MY ayToduiopa opoHa3zoda- pUHTeanbHOH 00ia-
CTH C TMPEBAIMPOBAHUEM YCIOBHO-TIATOTEHHBIX
MITAaMMOB. DTO CBS3aHO C 3aTPYAHCHHBIM BCKapM-
nuBaHueM. Hamuume XpoHHYeckol WHQpEKIUH B
Ha3BaHHOUW 00JIACTH W 4YacTOe MPUMEHEHUE aHTH-
OMOTHUKOB TPHUBOAAT K PA3BHTHUIO B JalIbHEUIIEM
mucbakrepuosa (D.M. Lopez, 2005).

ITo nanueiM AmanynaeBa P.A. ¢ joroneaunue-
ckas cinyx0a aersm ¢ BPI'H nmomxna mpoBogutcs
Ha 0a3e CHerUaTu3MpPOBAHHOTO IIEHTPa B KOM-
IJICKCHOW PeaOUIIMTAIIUU C XUPYPTrOM, OPTOAOHTOM,
MeAnaTpoM, HeBpomaTtojgoroM u gp. Jloromemude-
cKoe OOydYeHHe JIeTe C BPOXKICHHBIMH pacIielu-
HaMH BepXHEHW T'yObl W Heba MODKHO OBITh HEOTh-
E€MJIEMOH YacThlO0 KOMIUICKCHOTO JICUCHHS STUX Jie-
Tel W MPOBOAMTHCSA KaK J0, TaK W IMOCIE XUPYPTH-
geckoro BMemarenbcTBa (P.A. AManymaes, 2005).

3HauuTeNbHAs YacTh HCCIEAOBaTeNel OTMe-
yaer Hanmuue y jgereii ¢ BPI'H 3ybGouemocTHBIX
aHoMayMid u nedopmartiuii, KOTOphIe BEISBIISIOTCS C

TIePBBIX JHEH KU3HH peOCHKA U yCYTYOISIIOTCS TIPH
OTCYTCTBHM CBOEBPEMEHHOI'O OPTOAOHTHYE- CKOTO
neuenus (T.®. Bunorpamora, 1988; O. Aoshima,
1996; @.4. Xopommukuna, 2001; A. Marcusson,
2001; b.H. TaBermos, 2002; T.M. Kocsipesa, 2002;
Z. Tejani, 2005; J.D. Walter, 2005; b.H. JlaBb1108B,
2006; O.3. Tononbauikui, 2008). B memnsix mpodu-
JAKTUKA JleopMaiiil  3yO0UeTIOCTHOH CHCTEMBI
pa3paboTaHbl CpOKH W OOBEM OPTOTOHTHUCCKOM
MOMOIIM Ha Pa3lMYHBIX 3Tanax KOMIUIEKCHOW pea-
OunMTauK, HAYMHAS C TIEPHO/a HOBOPOXKIEHHOCTH
U 0 OKOHYaHMA (OPMHUPOBAHMUS TOCTOSIHHOTO TPH-
Kyca y neted B Bo3pacte oT 16 qo 18 nmet. Hamuuue
aHOMaJINM 3YOHBIX PSIOB M OTIENBHBIX 3yOOB, Be-
POSITHO, CBSI3aHO C HECBOEBPEMEHHOW caHalUEH Mo-
JIOCTH pTa M PaHHEH MOTepell MOJOYHBIX 3yOOB,
AHOMAQJIMHHBIM MPOPE3bIBAHUEM TOCTOSHHBIX 3y00B
13-32 BPOXKACHHBIX AUCTOIMM 3a4aTKOB 3THX 3y0OB
(X.A. Kamamkapos, 1981; H.H. Kacmaposa, 1985).
AzumoB M.U. u AmanynnaeB P.A. cuuTtarort,
9T0 OOJNIBIION MPOONIEMON B yCTpaHEHHH IaHHOW
NaTOJIOTUH SIBJIACTCS YCTPAHEHUE OCTATOYHBIX IIO-
CJICOTICPALIMOHHBIX JIeOpMaIHid, a Kak CJCJCTBHE
3TOTO - MPaBWIBHBINA BHIOOp TIEPBUYHON XeHIomia-
CTHKH, KOTOpas pernana Obl HanOOJIbIIIee YUCIIO 3a-
Jlay, NpeayCMOTPEHHBIX MPU MEPBUYHON Xeinoria-
CTHKE, C y4eToM (OPMBI M CTENEHH pPaCIIEIUHBI
(M.HA. Azumos, P.A. Amanyinaes, 2001).
I'eHeTH4YecKkHe aCNeKTbl Pa3BUTHS BPOK-
AeHHOW paciieJUHbI BepxHeld ryonl u Héda. B
stuosornn BPI'H Hemanyro ponb UrparoT reHETH-
yeckue (pakTopel. YcCHexu B M3yUYE€HHHM T'€HOMa ye-
JIOBEKa MO3BOJIMJIM BBISIBUTH HOBBIE JIOKYCHI, B 3Ha-
YUTETIHbHON CTETIeHHM CBS3aHHbIE C PAa3BUTHEM JIMIIA,
JIMLIEBOTO CKeJIeTa ¥ 3yO0OUEeIIOCTHON CHCTEMBI, 4TO
no3possieT Oosee TIYyOOKO TOHSITh MEXaHWU3MBI
(hopMHpOBaHUsI TTOPOKOB JIUIIA, JIUIIEBOTO CKEJIeTa U
B TOM 4HCJe JMIEBbIX pacumienuH. [Ipu uzyueHun
cemeitnpix gopm BPI'H omnpenensercs wmyranms
FGFS8, FGFR1 u TFT (S. Lindhal, 1998; H. Wurdak,
2005; B.M. Riley, 2007; T.W. Memiepsikosa, 2015).
VY4€HBIMHU TarKke BBISBICHA CBS3b MYTallUM B I'€HE
BMP4 u BMP7, rae npoucxoaut 3agepxkka Cius-
HUS JIMIEBBIX CTPYKTYp ¢ (popMHpoBaHMEM IMOpOKA
(S. Suzuki, 2009; V. Zouvelou, 2009). B pa3sutun
u popMHUpoBaHUH I'yOBl U HeOa 3HAUUTENBFHYIO POJIb
UTpaeT TPAaHCKPUIIIMOHHBIC (aKTOPHI, T.e. OEJKH,
KOHTpoJpymomue npouecc cunreza MPHK Ha mart-
putie JIHK (Tpanckpumniuio) myTém CBSI3BIBAHUS CO
cnenupuuabiMu yaactkamu JTHK. YV mogeii ¢ to-
yeyHoil Mytauuer B mocnenoBarenbHoct JIHK
MPUBOJSAIIEH K TOSBICHUIO CTON-KOAOHA, TPOUCXO-
JIUT TPEeKICBPEMEHHAs] TEPMUHALMS CHHTE3a HYX-
Horo Oeinka. B Hamem ciyuae J0AM ¢ HOHCEHC-
MyTareit B MSX1 reHe B coueTaHWHU C pacIIeiu-
Holi TyOBl m HEOA (M.J. Van den Boogaard, 2000)
cocTapIAOT 2% HecHHApPOMaNbHBIX ciaydaeB (P.A.
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Jezewski, 2003). I'er IRF6 pacuenmBaeTcst Kak Oc-
HOBHOHW T€H, BBI3BIBaMOMIUi okoio 12% pacmienuH
ryost (T.M. Zucchero, 2004; T. Kouskoura, 2011).
Hedexr renoB GSTM1 u GSTT1 Taxke NpuBOIUT K
Pa3BUTHUIO paclieNuHBI TYOBl u Heba. B nureparype
OIIMCAHO HaJIW4Me AAHHBIX T€HOB y MaTrepel, Kyps-
mwmx Bo BpeMsi 6epemennoctu (E.J. Lammer, 2004;
B. Shi, 2007; T.1. Memepsikopa, 2015). Kpome To-
ro, €cid BO BpeMsl OEpeMEHHOCTH >XCHIIMHbBI HE
MPUHUMAIH TOJMBUTAMUHBI MM KYPHIM OTMEYaeT-
cs myrauusi NAT1 (N-anetunrpancdepassl 1), xo-
TOpBIA KOAMpPYET OJIOK M y4acTBYET B JI€TOKCHKA-
LUK CUTapETHOTO JIbIMa, YTO YBEJINYHUBAET PUCK TI0-
SIBIICHUS paciienud B 2-4 pasa (E.J. Lammer, 2004).

Pe3ynpTaThl MOJHOI€HOMHOI'O CEKBEHUPOBa-
HuA 574 cemeit u3 13 monynsiuuii mokas3aiu B3auMo-
CBSI3b PA3IUYHBIX JIOKYCOB XpomocoM 1, 2, 4, 6, 14,
17 n 19 (IRF6, TGF-a, MSX1, TGF-frl, FOXEIL,
RTCH, ROR2, TGF-$3, RARA, PVRL1) ¢ puckom
passutus HecuHapomansHoii BPTH (Marazita M.L.
et al.,2004). YacTh TeHOB-KaHIUIATOB B Pa3BUTHU
JIMIIEBOM PaCILENIMHBI OTHOCUTCSI K TeHaM (akTopa
pocta (TGF-0, TGF-B3) u remam TpaHCKPHITIHOH-
HeIX (pakropoB (MSX1, IRF6, TBX22), wacts — k
reHaM, KOHTPOJHUPYIOIIUM CHHTE3 (EpMEHTOB,
YY9aCTBYIOIIMX B METa0OoJIM3Me KCEHOOMOTHUKOB
(CYP1A1, GSTMI, NAT2) unu ¢onreBoit Kucio-
161 (MTHFR), 9acTh reHOB perynupyroT UIMMyHHbIE
peakuuu opranusma (PVRLI, IRF6) (Mossey P.A.
et al., 2009; T.. MemepsikoBa, 2015). HauGonee
xopomo u3yuyersl redsl TGF-o 1 MTHFR, HO mo-
JydEeHHBIE JaHHBIE MOAYAC HOCIT MPOTUBOPEUMBBIN
xapakTep. TeM He MeHee, HCCIEeI0BaHUs TOJIMMOp-
¢u3moB rena IRF6 BoisBuiam accouumaruu ¢ BPI'H
Bo MHorux mnomynsamusx (Zucchero T.M., 2004;
Rahimov F., 2012). [Ins u3yueHust posii B pa3BUTHH
BPI'H ogauM U3 epBBIX TEHOB OBLT IIPEJIOKEH TeH
— TpaHchopmupyronmii - paktop pocta anbdha
(TGFa) (Ardinger H.H. et al., 1989).

MeToabl 1 CPOKH MPOBeIEeHUs] XUPYPIrUye-
CKOr0 JIeYeHUs TNPH BPOXKIEHHOW paciueJuHe
BepxHeil ryOobl m HEDa. Xupyprus BpOKICHHBIX
pacuenH JO0JDKHA OCHOBBIBATHCS, IMOMHUMO Hay4y-
HOMW dPYAUIIH, HA SCTETUKE OMEPATUBHBIX METOJIOB
YCTpaHEHHUs] 3THUX MOPOKOB C YYE€TOM TOrO, YTO
BMEIIATENBCTBA IPOU3BOASTCS Ha PACTYIINX TKAHIX
W opraHax. BoccozjaHne HOPMaabHOTO BHEIIHETO
o0JInka YernoBeKa JOJDKHO TIpeaycMaTpUBaTh BOC-
CTaHOBJICHHE Pa3NUYHbIX (QYHKIMH OpraHoB JHLA U
Heba, BO MHOIOM ONPEACISIIONUX ONTHMAIBHOE
03JI0pOBIIcHHE OOJBHBIX M WX COIHANBHYIO peadu-
muranuio. Kpacora — moHsTue He TONBKO (uinocod-
CKO€, HO M OMOJIOrHYeCcKOe, MOCKOIBKY TOJBKO Mpa-
BUJIBHOE BOCCTAHOBJICHHUE AaHATOMUM M (PyHKIMH
CMEKHBIX OPraHOB MOXKET OOECIEYUTh COBEPILICH-
HYIO QopMmy.

Pa3zBuTHe XuUpypruyeckoro JE€4eHUS BPOXK-

JIEHHOM pacITeIMHBI TYOBl M He0a HACUUTHIBACT TIe-
puox 6oiee 250 et ¢ MOMEHTA TIPOBEICHHUS TTEPBOM
YIAYHOM OTepaluy Mo MOBOAY PaCILEeTUHBI MATKOTO
Heba B 1764 ¢panmysckum gaHTUcTOM Le
Monnier's. 3a 370 BpeMsI ObUTH OITUCAHBI MHOXKECTBO
METOJ0OB YIIMBAaHWS PACIIENNH, OOJBIIMHCTBO W3
KOTOPBIX ObICTpO 3a0biBaniock. MckiroueHneM craiu
JIMIIb HECKOJIBKO CTapbIX CIOCOOO0B, MOJIOKEHHBIX B
OCHOBY HEKOTOPBIX HCIIOJBb3YeMBIX B HACTOSIIEe
Bpems meronoB (b.H. JlaBeimos, 2000; C. Cutting,
2006; M.S. Noordhoft, 2006; J.M. Sykes, 2007; T.J.
Sitzman, 2008).

B ocHOBY Bcex METOAOB, KOTOpPBIC HCIOJb-
3YIOTCS B HACTOSIIEE BPEMsl, OJ0KEHBI MPUHIIHITBI
cthopmymmpoBansie J.B. Mulliken (J.B. Mulliken,
1985): - JloOUThCS CHMMETpPHH HOCOTYOHOTO Tpe-
YroibHHUKA, TaK Kak Jake caMas He3HauuTelbHas
aCHMMETpUSI MOXKET HapacTaTh C POCTOM peOCHKa; -
BoccTaHOBUTE HENMPEPBHIBHOCTh KPYTrOBOM MBIIIIBI
pTa Ui MOIY4EHHs MBIIIEYHOTO KOJbIa U MUHUMHU-
3upoBath nedopMaiuio HocoBoro ¢uibrpa; - Co-
3MaTh ONTHMANBHBIN  pa3Mep/(hopMy HOCOBOMY
¢GUIBTPY, TaK KaK OH OBICTPO YIUITMHAETCS U PaCIIH-
pserca (ocobeHHO cBepXy); - Co3aaTh cpelMHHBIN
OYrOpoOK, UCTIONB3Ysl JaTepabHbBIE AIEMEHTHI TYOHI,
a TakkKe KpacHyr W Oenyio KaiiMy TyOBl, TaKk Kak
OHM HE YBEIHYUBAIOTCS C POCTOM; - BBITOTHUTH
Oe3omacHoe TepeMenieHne W (PUKCalUio HWKHUX
JaTepabHbIX XPSIIeH, 4TOOBl BOCCTAHOBHTH HOP-
MaJIbHYIO TIPOEKIINIO HOCA U JUTHHY KOJIyMEJIbI.

B Hacrosiimee Bpemsi HanOoiee W3BECTHBIMH
ocTapTca 2 MeToAWKw: poTanmuoHHas mo Millard
(J.B. Heycock, 1977) u TpeyroiasHbIX JOCKYTOB II0
Tennison-Randall (E. Meyer, 2010).

Poratmmonnas wmeromuka mo D.R. Millard
(S.D. Megremis) B pa3nUYHBIX MOAM(UKALIUIX
HaunOoJiee TOMyJspHas JUIsl JIMKBUIAIUN pacIlelu-
HBI BepxHell TyOb1. P. Ingelrans (P. Ingelrans, 1963)
Ha3zBan meroauky Millard «cambiM OpUTHHATBHBIM
U3 BCEX CHOCOOOB, TOSBUBIIMXCS 32 MOCICTHHE
nonseka» (B.U. Kozmoe, 1998). o 58,1% u 44,7%
OMpOLICHHBIX XHpyproB B EBpome mpeamountaior
3Ty TEXHHKY IpH YCTPaHEHUH OJHOCTOPOHEH U
JIByXCTOPOHHEH pacIeMHbl TyObl, COOTBETCTBEH-
Ho. [lpn yem, mpu IOBYXCTOPOHHEH JIOKaIM3alMU
MOPOKa, oIepanusi NpoBoauTcs ogHoMoMeHTHO (K.
Agrawal, 2011). BojbIIMHCTBO XUPYPrOB B HACTO-
siiee BpeMsi 0OJNbIIoe BHUMAaHUE YJIENSIOT OJTHOMO-
MeHTHOW Koppekuuu aepopmauuu Hoca (M.A. Ko-
3uH, 1998; K.E. Salyer, 2001; B.A. Buccapnonos,
2005; M.U. Kirschbaum, 2005) u cuuTaroT BO3-
MOKHBIM W HEOOXOIMMBIM TPOBECTH KOPPEKIHIO
(opMBI HOCa OZHOBPEMEHHO C MEPBHYHOHN Xeino-
miactukoit (M.A. Koswmn, 1996; Bb.H. JlaBpinos,
2000; H.S. Byrd, 2000; K.E. Salyer, 2001). Ilep-
BUYHAs XCHIIOIIACTHKA M0 JTUTEPATYPHBIM TaHHBIM,
IPU OHOCTOPOHHMX PACIIEINHAX T'y0OBI, cCOUeTaeTCst
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C KOppeKIneH TOoNoKEH!s Kpblia Hoca Ooliee ueM B
80% ciyuaeB u ToabKO B 40% npu ABYXCTOPOHHHUX
pacmennnaax (J. Langman, 1985; A.B. Weinfeld,
2005; L.M. Paranaiba, 2009; A. Gopalakrishna,
2010). D10 CBs3aHO CO CTPEMIJICHHEM HE TOJBKO
Cpa3y BOCCTAaHOBHTH aHATOMHIO, HO TPEAYIPEIUTH
nepopmarmro (W. Numa, 2006). Opnako, cyiie-
CTBYeT MHEHHE, YTO HHA OJUH M3 COBPEMEHHBIX Me-
TOJIOB TIEPBUYHON XEHIOPUHOIJIACTUKHA HE MOXKET
MOJTHOCTBIO MCTIPABHUTH COIMYTCTBYIOUIME M TIPEAY-
NpeauTh BTOPUYHBIE JedopMaluu Hoca Mocie
YCTpaHEHUsI pacIleInHbl BepxHer TyOsl. [Ipu sToMm,
BEAyIIMMH (akTOpaMH B BO3HHUKHOBEHHUH Jedop-
Maluil KpBUIBHBIX XPSIICH HOCA SBISIOTCS HEIO-
pa3BHUTHE BepXHEW 4emocTHu B oOmactu 0azambHOU
gacTd, Aeopmarus TpymeBHIHOTO OTBEPCTHS, TI0-
POYHOE MPUKPETJICHHE U AUCHYHKIUS MBI HOCA,
BEPXHHUX ITyYKOB KPYTOBOW MBIIIIIBI PTa.

CylecTBYyIOT METOJUKH HEPBUYHOM Xeil-
JIOPUHOIUIACTHUKH, NPCAYCMATpHUBAIOIINUE KOMILUICKC
MEpONPHUITHH N0 yCTpaHEeHHIo aedopmanuii Hoca.
JI.B. Areepoii, ' M. Casunkoit n1 B.B. Porumacknm
pa3paboTaHa METOJIMKa, OCHOBaHHAs Ha TPOBEJe-
HUM TIOJTHOLEHHON PEKOHCTPYKLUUU MBIIICYHBIX
C(UHKTEPOB, BOCTIONTHEHNH Ae(eKTa KOKU U CIU3U-
CTOH 00O0JIOYKH, TIOAbEME HOCOBOTO CBOJIA C yCTpa-
HEHHEM aHOMAIBHOTO PACIIOJIOKEHHS XPALICH, BOC-
CTaHOBJICHUN HETIPCPBIBHOCTH aJIBBeOJIprHOﬁ qacTu
BEPXHEH YENIOCTH TEPUOCTAIBHBIMHA JIOCKYTaMHU
(JL.LB. Areesa, 1997). Meronuka P.JI. HoBocenosa
(P.B. HoBocenos, 1986) u b.H. JlaBrsinoBa (b.H.
Haseinos, 2000), mM03BOISET BOCCTAHOBHUTH aHATO-
MUYecKyro (QopMmy BepxHel ryObl, yCTpaHHUThH [ie-
(dopManuio XpsAIIeBOr0 OCTOBA HOCA W IMPOBECTH
PEKOHCTPYKIIMIO PACIIEINHBI allbBEOJIIPHOTO OT-
POCTKa B COYETAHHH C Ay TOHAIKOCTHHUIIEH.

B HacTosiiee Bpemsi CylIECTBYET MHEHHE O
MPOBEJICHUH PAaHHUX, MAAAIIUNX Olepaluii B 00beMe
MEPBUYHOU XEIIOPUHOIUIACTUKU U MEPBUYHON pu-
HOXCWJIOIUIACTHKH, COYETAIOIIEHCS ¢ FHATOIIACTH-
ko (b,H. JlaBbimoB, 2010), meprocTOIIaCTUKOM
(JI.B. Areesa, 1997). [lo nanHBIM 3THX aBTOpPOB, B
MOCJEAYIONIEeM 3HAYUTENbHO COKpAIlaeTcs YHUCIIOo
JIeTe, HYXJAIOIIUXCA B IMPOBEIEHUH BTOPUYHOU
puHOxeinommacTuk. CrenoBarenbHO, TEHIACHIUS
HACTOSILET0 BPEMEHH MOXKET OBITh OINpejesieHa KaK
pacmpeHne o0beMa OINEepaTHBHOTO BMeEIIATelb-
CTBa, BBIIOJHEHHE €ro IAafgIIuM CIIOCOOOM U B
panHeM Bo3pacTte. JIr000ii BapHaHT PEeKOHCTPYKTHB-
HO-BOCCTAaHOBHUTEILHOM OmNepanuu Ha BEpXHEH ryoe
npu J000M BapuaHTe paclIeUHBI MOXET IMPOBO-
IUTHCSL C POXKACHUSI peOeHKa, HO BMELIATENbCTBO
JIOJKHO OBITH OOOCHOBAHO CIICHUATBHBIMH ITOKa3a-
HUAAMH (JaIie 3TO CONMabHBIC MMOoKa3aHus). Hauu-
Has C OJHOTO MecfAlla W JO0 KOHIA TEepBOro roja
KU3HU XEUJIOIUTACTUKA JOJDKHA OBITH BBHITIOJHCHA B
notHoM obseMe. OgHAKO Pe3yNbTaThl ONepanuil y

HOBOPOJKIECHHBIX XYK€, YEM I10CJI€ IIaCTHKU I'yOBl,
MIPOBEICHHON B OoJiee mo3mHeM Bo3pacte (A.A. Ko-
necos, 1978; JL.LE. ®ponosa, 1986). Tem He MeHee,
NpU YCIOBUM PAallMOHAJIBHO BBITIOJHEHHOW paHHEH
XEHJIOIUTACTUKY C TIOCJIEAYIOIUM OpPTOJOHTHYE-
CKUM JIEYEHHEM TKaHHU BEPXHEW I'yObl W YEIIOCTH
Pa3BUBAIOTCS BIIOJIHE OJArONPHATHO M TKEIBIX
nedopMarii 3y00UeNIOCTHOW CHCTEMBI HE OTMeYa-
ercs. B nuteparype omucaHsl ciay4au BIIOJHE YHO-
BJICTBOPUTEIHLHOTO PAa3BUTHUS TKaHEH BEpXHEU IyObl
U YeNOCTH y HEONEPHUPOBAHHBIX B3POCHBIX 0OJb-
HBIX CO CKBO3HBIMU BPOXIIEHHBIMM pacIleIUHAMU
(E. Ortiz-Monasterio, 1959). Tak kak cOBpeMEHHBIE
ofepaluy  XEeWIOMIIACTHKY, MpeayCMaTpHBAaIOLINe
Oomnee coBepIICHHBIE, HO CIIOXKHBIC MPHEMBI, 0e3-
YCIIOBHO, Jydllle NPOW3BOAUTH B IIEPHOA, KOTIa
pasMepsl JeMEHTOB BEpxHeW ryObl U HOca 3HAYH-
TEJBHO yBenuuaTcs. B cBs3u ¢ 3TuM, B HacToAlIee
BpeMs KOPPEKIUs MPOBOAUTCSA B Bo3pacte 3-6 me-
csaues (P. Tercijonas, 1999; A. Gopalakrishna, 2010;
L. Zaleckas, 2011). Bce BuaBI IIaCTHKH T'yOBl BBI-
MOJTHAOTCSA B OWH dTamn. Ecth Touka 3penus (JI.K.
I'youna, 2000), 4To mpeaIIecTBOBATh XEHUIIOIACTH-
Ke JOoJDKHA TyOHas aaresus, KOTopas MOJI0KHUTEILHO
BIMAET Ha PACIOJIOKEHHE PACLICTIIICHHOW albBEO-
JIIPHOM 4acTH BEPXHEM YENIOCTH, CO3LAET JyUlIHE
yCIoBHUsl BCKapMiuBaHus pebenka. ['yOHas anresus
MPOBOJIUTCS HA TIEPBOM MeCSIIIe JKU3HHU, 2 OCHOBHAS
orepauusi TaKke B BO3pacTe mocie 3-6 MecsueB
MEePBOTO Toja Ku3HU pedeHka. OTHAKO HEraTUBHBIM
aCTEKTOM TaKOTO MOJX0/a ABJseTCss POPMUPOBAHKE
neduIuTa TKaHeW Ui TOCIenyIoIIed XeIopuHO-
TUTACTHKH.

Mo muennto lokmposa HI.T. y GonbHBIX ¢
OJIHO- W JIBYCTOPOHHHUMHM pAaIlIEIMHAMH BEpXHEH
ryObl 1 Heba ypaHOIUIACTHKY IieJecooOpa3HO Mpo-
BOJMTH B Bo3pacte 1-1,5 roxa, T.e. 10 Havana ¢op-
MHUpPOBaHHUSl pEUeBOro ammaparta. BoccTaHoBieHue
HETIPEPHIBHOCTH AJIBBEOJISIPHOTO OTPOCTKA IPHUBO-
JIT K cOaTaHCHPOBaHHOMY Pa3BUTHIO BEpXHEW ye-
JIIOCTH, 00ecredurnBaeT YCJIOBUS IS JaTbHEHIIEeTro
pOCTa MEXYEITIOCTHONH KOCTH B Ciydae JABYCTOPOH-
Hell pacienuHbl. OpToJOHTHYECKas! peadunnuTanus
OOJNIBHBIX C BPOXJICHHBIMH pacIleITHAMH obecrie-
YuBaeT CTaOWJIBHOCTH  PE3YNbTaTOB  JICUEHMS,
HanpaBJICHHOTO HA YCTaHOBIEHHE (HParMEeHTOB
BEpXHEH YEIOCTH B MPABUILHOM TIOJIOKEHUH, TIpe-
VIPEXKIAET CY)KEHUE 3YOHBIX PSJIOB B JalbHEHIIEM
JI0 U TI0CIIE YPAHOIUTACTHKH.

OTKIIagpIBaHUE TIEPBUYHON XEHIIOTUIACTHKH
Ha OoJiee MO3AHHE CPOKH YaIlle BCETO MPOMCXOTUT
n3-3a 00se3HN peOeHKa MK K€ YCTAaHOBKH TOW WIIH
WHOM KJIMHUKHM, KOTJa IUJIAaHUPYETCS MpOBeIeHHE
HNEePBUYHOM OCTEOIUIACTHKH WM IUTACTHKU JedeKTa
AJIbBEOJIIPHOTO OTPOCTKA IE€PUOCTAIBHBIM JIOCKY-
TOM C JIaTepajbHOro ()parMeHTa BEpXHEH YeNIOCTH.
IIpenynpexneHue u ycTpaHEeHHE OOLIUX OCJIOKHE-
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Bpox/ieHHble paclie/uHbl I'yObl U HEDA

HUH BO BpeMs M TOCTe oOmepanu (BO3MEIIeHHE
KpPOBOIIOTEPH, YCTpaHEHHE HapYIICHHHA CepIedHO-
COCYIUCTOM CHUCTEMBI, MpeaynpexIeHue U ycTpa-
HEHHUE MOCJIEONEePALNOHHON MTHEBMOHUH) TPOBOJAT
IO TIPaBWJIaM, IPUHATHIM B IE€TCKON XUPYPTHHL.

C menpio TpemynpexIeHUs AaclHupalid BO
BpEMsI ONEpPaTUBHOIO BMEUIATENbCTBA, MPOBOIMMO-
ro TOJ MECTHBIM 00e300/MBaHrEM y NIeTeil ¢ pac-
menrHaMu Heba, CIeAyeT TIIAaTelTbHO OTCACHIBAThH
coJiepKumMoe mojaocTd pra. CMEpTHOCTH JeTel Mo-
Clle MJIACTHUKU BEpXHEW ryObl, MO AaHHBIM pa3iny-
HBIX aBTOPOB, cocTaBisieT 0,5-4%. Ilpu mmactuke
BepxHei TyObl B paHHEM Bo3pacTe, 0cOOEHHO Yy HO-
BOPOKACHHBIX, HEOOXOJMMO TINATEIBHO CKJIAJbI-
BaTh JIMHUIO KPACHOM KaillMbl, TaK KakK Jaxe Malo-
3aMETHBIE HETOYHOCTH, [OMYIICHHBIE BO BpeMs
OIEpalliy, C POCTOM pEeOCHKAa CTAHOBATCS CHIIBHO
BEIpaKeHHBIMHU. [lociie omepaTHBHOTO BMemIaTeNb-
CTBa MOXET MPOU30UTH PaCXOXKIACHNE KPacB PaHbL.

[MpuunHOii pacxoxaeHUs MOTYT OBITH TMO-
TPEIIHOCTH B TEXHHUKE Omepalnuy (HaTsHKeHUE Kpaes
paHBI M3-32 IJIOXOr0 MpEenapupoOBaHUs TKaHEH, He-
JIOCTaTOYHO TIATENIbHOE TIOCIOWHOE YIINBaHHE
TKaHel), pa3BUTHE MOCIEONEePAllMOHHOTO BOCTIAIH-
TEJTHHOTO Tporiecca B paHe, TpaBMa. [Ipm pacxoxk-
JIEHUH KPaeB PaHbl y HOBOPOXKJIECHHBIX HE PEKOMEH-
JyeTCsl HaKJIaJpIBaTh BTOPHYHBIE MIBBI, TaK KaK 3TO
BBI3bIBAET JIOTIOJIHUTENBHYIO TPaBMYy HEXHBIX TKa-
HeHl u yxXynamaer KocMetndeckuil ekt mocnemy-
IoIIel Koppurupytomei omneparuu. OKOHUYATENb-
HBI 3¢ dekT onepanuy onpeaessieTcsl OTIalICHHBI-
MU pesynbraTtamu. HerimyOokoe pyOrioBoe mpenase-
phe TOJOCTH pTa CIEAyeT paccMaTpuBaTh Kak
OCJIO)KHEHHE Tocie ornepanud. PyOusr ryObl y 3THX
OOJIBHBIX OKa3bIBAlOT W30BITOYHOE JIaBIICHHE Ha
ANBBEOJSIPHBIA  OTPOCTOK, BBI3BIBAS C TOIAMH
YIUIOIIEHNE TIepEeAHEro OTHeNa ajJbBEOIPHOM Iyru
BEPXHEU 4eIItOCTH.

BreipakeHHble Tsokenbie Aepopmanuu BepX-
HEeH YeNOCTH BBI3BIBAIOTCS PyOIIOBBIMH M3MEHEHU-
SIMU TKaHeH IryObl y OOJBHBIX C MTOJHBIMY paciiely-
HaMH BepXHEW T'yObl, albBEOJSIPHOIO OTPOCTKA WU
Heba. [lnoxo copmupoBanHoe, HernyOokoe npen-
JIBEPHE TIOJIOCTH PTa HE IMO3BOJIAET MPOBOTUTH Op-
TOJIOHTUYECKOE JICYCHUE Y 3TUX OOJIBHBIX U TpeOyeT
JOTIOJTHUTENIBHBIX XUPYPTrUUECKUX BMEIIATEIbCTB.

Koppurupyromue onepannn Ha BepxHeil ryde
pPEKOMEHyeTCs POBOUTEL HE paHee yeM depe3 1-2
roja mocie NepBUYHON TmiacTukd. llpw momHbBIX
pacienMHax BepXHeW TI'yObl W albBEOJIIPHOTO OT-
pOCTKa BO BpeMsI ONI€pallii WHOTJAa HE JOCTUTAETCS
MPaBUIBHOM (OPMBI KpblIa HOCA.

VY ppyrux pereil nckakeHHe (GOpMBI HaCTy-
MaeT Yepe3 HEeCKOJIBKO JIET TMOcje ONepaluu B pe-
3yJbTaTe HEAOpa3BUTHUS BepxHed uemtoctH. Kop-
PEKLIUIO Kpblia HOCa CIENyeT IPOBOAUTE B BO3PACTE
15-16 ner, Tak Kak TOBTOPHBIC OIEPAINH, OCY-

NIECTBICHHBIC HAa XpsIIaX HOca B BO3pacTte, B KOTO-
pPOM ellie MPO0IDKAECTCS aKTUBHBIA POCT JIHIIEBOTO
CKelera, HE JNAlOT CTOMKOTO KOCMETHYECKOro pe-
synbTarta (A.A. Konecos, 1991).

JI.B. XappKoBBIM TIpeJIOKEH CIIOCO0 ypaHo-
TUTACTUKK C HWCIOJb30BAaHUEM OJIHOTO CIU3UCTO-
HaJIKOCTHUYHOTO JIOCKYTa BBIKPOSHHOTO € OOJIBIIO-
ro (parmenra, mepeMenIeHHOTO MO IJIOCKOCTH Ha
00J1acTh pacIieUHbI, BBHIKpAMBAaHUEM SI3BIKOOOpa3-
HOTO CJIM3HMCTO-MBIIIEYHOTO JIOCKYTa CO CIM3HCTON
LIEKH JUIA 3aKPBITHSI PaHEBOW MOBEPXHOCTH TBEPHIO-
ro HeOa W BBIKPAMBaHUEM TPEYTOJBHBIX JIOCKYTOB
MO TpaHUIle TBEPAOrO0 W MATKoro Heba anst Z-
miactiuky. OgHAaKo CcHoco0 MOKHO IPHUMEHSTH
TOJILKO TIPH TOJIHBIX OJJHOCTOPOHHUX paclIelUHAX,
Y TIpY OTOM y/UITHHEeHue HebOa He3HaunTenbHO (JI.B.
XapbkoB, 1992).

Haubonee mnomymspHbIM H3  YTHHSFOIINX
croco6oB sBiseTcs crocod «Oxcdopackas maiaro-
mwiactuka» (V-Y - push back win «Toiadok k3amam»).
OTa TeXHUKa MEepPBOHAYANBFHO HE YBEJIMYUBACT JJIH-
Hy He0a, HO J00aBIsIeT KOIMYECTBO MBIIII], OTCIIO-
EHHBIX OT 3aJlHero Kpas TBepaoro Heba. [lomepeu-
HBIE pa3pe3bl HOBOM CIM3UCTON 000J0YKH B 00Ma-
CTH TPaHHIl TBEPJOTO U MATKOro Heba 0CBOOOXKIa-
IOT TKaHH M TIO3BOJIIOT TMEPEMECTUTh HMX Ha3al.
Opnnako, o mHeHno W. Lindsay sto mpuBogut
nartonornueckomy pybueBannto (W.H. Lindsey,
1996).

Psin aBTOpOB mpelaratoT OTCIONKY MBIIIII
MSTKOTO He0a W CIIMBaHWE HMX IOMEPEYHO BMECTO
HAKJIOHHOTO TIOJIOKEHHs. JTa TeXHUKa obecrednia
3aKkpeITHE JedekTta Heba TpeMs CIIOSIMU: HOCOBas
CIIM3UCTAst, MBI ¥ POTOBAas CIM3HUCTas. IJTOT
crnoco0  SABISETCS  PAa3sHOBHIHOCTHIO — METONA
«intravelar  veloplasty», mpeamoxxenHoro F.
Braithwaite (M. ®apa, 1985; An.A. Mamenos,
1998). K aToit xe rpyrmme omneparuii MOXHO OTHE-
CTH W cI0C00, TpeIoKeHHbIH All. A. MaMenoBbIM,
[P 3TOM I'PYIIIBI MBIIII MIATKOTO Heba CIIMBAIUCh
«CTBIK B CTHIK» WIIM «BHaxjecT». Ha ocHoBe 3TOTO
Metoga coBmecTHO ¢ A.I'. JleonossiM u H.A. Kops-
KHHON co3maHa MoAu(UKAUs — OTIHYAOIIascs
yriayOnenHo# npenapoBkoii m. Tensor veli palatini,
THIATETFHOW MOOWIM3AIMe U CHIMBAaHUEM «KOHEI]
B KoHeI» (An.A. Mamenos, 1998).

Leonard Furlow npeacraBui crnoco0 1iacTu-
KU MSTKOro He0a, BOBJICKAIONIMK aHTarOHUCTHYE-
CKYI0 Z-TJIACTUKY HOCOBOM M POTOBOM CIM3UCTHIX
obonoyek Msrkoro Heba. [aBHOE TPEUMYIIECTBO
ATOTO Ccmocoba - OTCYTCTBHE MPOMOJIBHOTO pyoria,
4TO HE HapymaeT (YHKIHIO HEOHO-TJIIOTOYHOTO
Kosiblia. MoauduKauy 3TOro crnocoda BKIIOYAIOT
paccnabisronue paspessl (L.T. Furlow, 1986; D.A.
Hudson, 1995). CymecTByer MHOTO METOJIOB IIjIa-
CTHKH Ae(eKTOB HeOa MO3BOSIOMNX YUIMHUTE HO-
COBYIO BBICTHJIKY TIPH CMEIICHUH HEOHOTO JIOCKYTa
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k3anu. K HIM OTHOCST CIOCOOBI Z-TIJIACTHUKH, TIPH-
MEHEHHE PacIIeIUIEHHOT0 KOXKHOTO TPaHCIUIAHTATa,
TPaAHCILIAHTATOB U3 CIIM3UCTOH 000JOYKH, JIOCKYTOB
W3 COIINHUKA, JIOCKYTOB W3 CIIM3HCTON O0O00JIOYKH
tBepmoro HEOGa (D.A. Hudson, 1995). E. Kaplan
MPEJIOKII UCTIOIh30BATh OJTHOCTOPOHHHUHA JIOCKYT
W3 CJIU3MCTOM 00O0JIOUKH IEKH (C TIOBOPOTOM, €r0 B
rostocts Hoca) (JI.B. Xaprkos, 1992).

B cBsBM c BBHIIIEH3IIOKEHHBIM, BO3HHKAET
HEOOXOIMMOCTh CKPYIYJIE3HOTO aHaln3a pe3yJibTa-
TOB JICYCHUS 3TOM MATOJOTHH, a TJIABHOE, aHaIH3a
MIPUYUH PEeIUINBUPOBAHUS 3a00JIeBaHUS BHE 3aBU-
CUMOCTH OT MPUMEHEHHS MPOTPECCUBHBIX METOJIOB
XUPYPTHUECKOTO W aJbTCPHATHBHOTO BO3ICHCTBUS
Ha oYar MopakeHUs U Ha OPTaHMU3M.
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