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ScmemuuecKue euHekonozutecKue onepayuu y oemeti U noOpOCMKO8 HANPABIIEHbL HA YCMpaHeHUe 8POHOeHHbIX
AHOMANIULL CIPOEHUS HAPYHCHBLX NOTIOBLLX 0P2AHO0B, 00bIMHO B03HUKAIOULUX 6CTIE0CBUE HAPYUIEHUS
popmuposarus nona. Kpome mozo, Hepedko nposodsmcst onepavuu 0515 00CHUNEHUS KOCMEMUUeckozo pgpexma
npu 2unepmpoPuU Manvix NON0BbIX 2y0, KTUMOPOME2ANUY, He ACCOUUUPOBAHHOLL C 2eHemuuecKUMU depeKmamu,
ampopuu u cyxeruu 6xoda 60 énazanuuie. Ha 0annviii momenm He cyujecrmeyem eouHoz0 MHeHUS, 8 KAKOM
803pacme nNposoOUMb Icmemuyeckue peKOHCMPYKMuBHvle ONepauls 6 cayuae AHOMANUL PA3BUMUT HAPYHCHBIX
NO0/I08bLX OP2AH08 Y NAUUEHN08 Neduampuueckozo npoduss. Bmecme ¢ mem paspabomano MHONECMB0 MeXHUK,

Komopvie aKmMueHo NPUMEHTIOMCS 8 KTUHUKAX 6Ce20 Mupa. B cmamve paccmompervl Haubonee npakmuumole

U HaumeHee MpasmamuHbvle, ¢ HUSKUM NPOUEHMOM OCTIOHHEHUTE MeMMOoO0bL NAACMUYECKUX onepayuti y demetl

U NOOPOCIKOB C BPOHOEHHDIMU AHOMATUAMU PA3BUMUS U KOCMeMU1ecKUMU 0epeKmamu HaPpYHCHbIX NOT0BbLX
opeanos. B cucmemax PubMed u Embase 6vi1 nposeder nouck 0030po6 1umepamypol, CUCeMAmu4ecKux
0030p08, MeMaaHani308 u KIUHUHECKUX UCCTIE008aHUTI HA TMEMY ICeMUUeCKUX 2UHEKON02UHeCKUX onepauil

6 2uHexonozuu 0emeti u noopocmxos. IIouck ocyuecmenancs ¢ ucnonviosanuem komounayuti MESH-mepmunos:
PeMUHUIUPYIOULAS 2eHUMONTIACUKA, AMUNUT HAPYHCHBIX NOJIOBbIX 0P2AHO8, NeOUAMPUS, HAPYUIEHUS
popmuposanus nona, 8por0OeHHAS eUNEPNAAZUSL KOPbL HAONOUEUHUK08. AHANU3Y NO0BEPIUCL CAmbl,

NOHYILL eKCM KOMOPbIX HAX0OUNICS 8 OMKPbIMOmM 00cmyne, ¢ n00POOHBIM ONUCAHUEM X00a U Pe3ynbmaros
onepayuu, ONUCAHUEM KIUHUHECKUX CTIY4Aes U UCCIe008aHUli 6 061acmu demckoti U noOPOCMKOB0Ti 2UHEKO/I02UL,
NpeumMyuectneeHHo XupypeutecKoeo ne4eHus poHOeHHbIX HAPYUleHUull no1080i cucmembol. B pesynvmame

noucka 6 6asax oannvix PubMed u Embase npu paznoobpasHom couemanuu Knouesvix cn06 6vi10 Hati0eHo

498 nybnuxauui, Komopuie N00BEPNUCH CKPUHUHZY NO HA3BAHUI U abcmpakmy. IS noIHOMeKCMo6020 aHAIU3A
6v110 omobparo 120 cmameti, 31 U3 HUX — 07T YUMUPOBAHUS.

Knioueevie cnosa: pemunusupyou,as eeHumonnacmuka, amunus Hapy#HoIX NON06bIX 0P2aH0s, NeOUampus,
HApyweHUss POPMUPOBAHUS NONA, BPOHOEHHAT 2UNEPNNASUT KOPbL HAONOHEUHUKOS
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BBepeHue

ScTeTnvecKye TMHEKOIOTYECKNe Olepaluy y JeTeil
U IO POCTKOB HAIIpaBJIeHbI HA yCTpaHeHMe BPOX/JeHHBIX
aHOMaJINil HaPY>XHBIX II0JIOBBIX OPI'aHOB, BOSHMKAIOINX
IpeMMYIeCTBEHHO BC/IEACTBUE HAPYLIeHNsT pOPMUPO-
BaHMA nojna. Hepenko mpoBopATcs 1 onepauuu Ay Jo-
CTVDKEHM S KOCMeTI4eckoro apdexra npu runeprpodun
MaJIbIX IIOJIOBBIX Iy, KTUTOPOMETaIny, He acCOLUMPO-

BAHHOII C TeHeTHYeCKUMI AeeKTaMI, aTpoduu 1 Cyxe-
HUM BXOfia BO Biarammiie. OCHOBHASA Ie/lb IPOBEeHNS
IOOOHBIX BMEIIATeIbCTB — YAYYIIeH)e BHEIIHETO BUia
OpraHOB C aHATOMMYECKVMH fedeKTaMM ¥ ITOBBILIEHE
KavyecTBa >KM3HM MALIEeHTOK.

Ha gaHHbBIT MOMEHT HET eMHOTO MHEHMS, B KAKOM BO3-
pacTe IPOBOAUTDL 3CTETMYECKME PEKOHCTPYKTUBHbBIE
oIepaluy B Clydae aHOMa/INii pa3BUTHA HaPY>KHBIX I10-
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JIOBBIX OPTaHOB Y ITAIIVIEHTOB MeAMaTPUIecKoro npodu-
1. BMecTe ¢ TeM pa3paboTaHO MHOXECTBO TEXHMK, KO-
TOpbIe aKTVBHO IPUMEHAIOTCA B KIVHUKAX BCETO MUpa.
B 6asax PubMed 1 Embase 65171 ipoBefieH mouck 0630pos
JINTEPATYPBI, CUCTEMATHYECKUX 0030POB, METAaaHATN30B
Y K/IMHNYIeCKUX MCCIIEJOBAHMI Ha TEMY 9CTeTUYeCKIX I'-
HEKOJIOTMYEeCKNX OIepaluil y meTeil U IOLPOCTKOB.
ITomck oCyIIecTBIANCA € UCIONb30BaHMEM KOMOVHAIINIT
MESH-TepMuHOB: peMUHM3NPYIOLIast TEHUTOIUIACTHKA,
aTUIINA HapY)XHBIX IIOJIOBBIX OPraHOB, IIeAMATpyA, Hapy-
meHns GopMUpPOBAHA N0JIa, BPOXK/ieHHAA IMIepIUIasus
KOpbI HafinoueyHuKoB. [To uToram aHanusa 10 Ha3BaHMIO
U abCcTpakTy 6BUIM OTOOPAHbI CTATbY, HMOMHBIN TEKCT
KOTOPBIX HaXOAWICSA B OTKPBITOM focTyme. Vcmonb-
30Ba/IMCh NMyOMNKALMHU C IOBPOOHBIM ONMMCAHMEM XOfia
U pe3y/IbTaToB OIlepalyi, OIMCaHVeM KIMHNYeCKUX CITy-
YaeB ¥ MCCTIEOBAaHNII B OO/IACTH AETCKOIL U TTOIPOCTKO-
BOJI TMHEKOJIOTYM, XPYPIUIECKOTO Te4eHNs BPOXK/ieH-
HBIX HapyLIEHNI II0/TIOBOJ CUCTeMBI. B pesynbrare nmomucka
B 6asax ganubix PubMed 1 Embase mpu pasnoo6pasHom
COYeTAaHUY KTIOYEBBIX CIOB ObLIO HalifieHo 498 my6nu-
KaIMif, KOTOpble MOJBEPITINCh CKPMHMHTY 110 Ha3BaHMIO
u abcTpakTy. [I1s1 TOMTHOTEKCTOBOrO aHaM3a 6bIIo OTO-
6pano 120 crareit, 31 13 HVX — IS UTHUPOBAHMSL

06cyxpaeHne

Hapyenne ¢popmuposanus nona (HOII) - BpoxaeH-
HOe COCTOsHMe, XapaKTepusyolleecs aHOMasuel pas-
BUTUA MOJIOBBIX OPraHOB, BHI3BAHHOE TeHETUYECKIMU
ue(beKTaMm VIV TTaTOJIOTVEN 9HAOKPVHHON CUCTEMBL.

B ocHOBe aHOMa/NI1 IOIOBOTO Pa3BUTHA MOTYT JIeKaTh
KaK XpOMOCOMHBI€, TaK U He CBSA3aHHble C XpOMOCOM-
HBIMU abeppanysiMy HapyuieHus. Vicxops us atoro, Bce
o006 Hble 3a60/IEBaHNSI MOXKHO Pas3feNnTh Ha TPH 6OIIb-
e rpynnsl: Xxpomocomuble HOIT; HOIT 46, XX; HOIT
46, XY.

B 2006 r. ITegnaTpudeckoe sHAOKPUHOIOTMYECKOE CO-
obuiecto Jloycona Yunkuuca (ceitdac — Ilegmarpude-
CKO€ 3HIZOKPUHOIOINYIEeCKOe COOOIeCTBO) COBMECTHO
¢ EBpomeiickum coob11ecTBOM IeguaTpuvecKoil SHIO0-
KPMHOJIOTUM NTepeCMOTpeN KIacCUPUKALVIO U TePMU-
HOJIOIMIO 3a007IeBaHMIT, CBA3AHHBIX C HapYLIEHMEM IIO-
7I0BOTO pa3BuUTHs. Bce 3a60/meBaHus pasmennin Ha maTh
noprpym [1]:

1) 46, XX HOII;

2) 46, XY HOII;

3) oBorecTrkynsipHoe HOIT;

4) 46, XX tectukynapuoe HOII;

5) 46, XY MOIHBIN TOHASHBIN IUCTEHES.

Mb1 paccMaTpuBanu GeMUHU3UPYIOLINMe U 3CTeTHYe-
CKMe ITacTUYecKye ONepalnuy B JeTCKOJ I'MHEKOMIOTNn
y MaLIMEHTOB € )KEHCKUM KapuoTunom — 46, XX un 45, X.
COOTBETCTBEHHO ONMCAIN METOAVKM, HAallpaBIeHHbIE
Ha yCTpaHEHMe aHOMaJIui pa3BUTHA IIOIOBBIX OPraHOB
y HalMeHTOK, BXOAAIUX B IIEPBYIO, TPETBIO U YeTBep-
TYIO IIOATPYIIIBI, COITIACHO YKa3aHHOI Kmaccudukanmn,
a Taxke nMeromux cuagpom Ilepemesckoro — TepHepa
(xpomocomuoe HOIT).

K HapymeHnsaM ¢popMupoBaHus moia y maiyeHToK ¢ Ka-
puotumnom 46, XX OTHOCAT:

AKyLLIEpCTBO 11 TUHeKonorna

Jlekuun ana spaden

v/ HapyIIeHNUA PasBUTUA ANYHNKOB (OBOTECTUKYIAPHOE
H®TII, rectuxynsapuoe HOIT);

v/ TUIIepaHPOTeHNIO (BPOX/CHHYIO TUIIePIIa3UI0 HaJ-
MOYEYHUKOB, (eTOIUIALIeHTapHYI0 TUIepaH/pore-
HUIO, MaT€PUHCKYIO TUIIePAH/IPOTeHNUIO);

v/ Bpyrue HapylleHusa (9KCTPOQUIO KJIOAKU, aTpe3nio
BrIaranuina, cuHgpoM Maiiepa — Poknuranckoro — Ky-
crepa — Xaysepa).

Xupyprudeckoe nedenrie HOII BkodaeT B cebs 1emblit

PAL TEXHMK U METOZOB, IPMMeHeHMe KOTOPbIX HaIps-

MYIO 3aBUCKT OT JUAaTHOCTUPOBAaHHOI aHOManuu [2].

Bripensior:

* KOJIbIOIUIACTUKY C COXPAHEHMEM IIOJIOBOTO Y/I€HA
c/6e3 comyTCTByIoOleil OumaTepanbHOl TOHAJIKTO-
Muu;

* KOMBIIOIVIACTUKY C TIOTPY’>KEHMEM B IIOZJIEXKAILYIO
TKaHb I'y64YaToOro M IelepyCcThIX Tel ¢/6e3 comyTcT-
BYIOLIIell OMIaTepanbHOl TOHA/[9KTOMMY;

* KOJIbIIOIUIACTUKY U KIMTOPOIIACTUKY C COMYyTCTBYIO-
men 6mnaTepaanoﬁ TOHAdKTOMIUENL;

= MOJielMpOBaHMe Baranuina o crnocoby Jhxysemme
BexxbeTTn;

®* KOJIbIIOIUIACTUKY C MCIIONIb30BaHMEM KOXKHBIX JIOCKY-
TOB;

®* KOJIbIOIUIACTUKY KMII€YHBIM CETMEHTOM.

Y manmeHTOK ¢ HU3KMM CIMSAHUEM YPOT€HUTAIbHOTO

cunyca (YI'C) Ha ypoBHe Hapy>kHOTO COUHKTEpa ype-

TPbl MM HECKONbKO AMUCTajbHEEe Yalle NPUMEHAIT

METOJ] 3aJjHell IOCKYTHOM BarMHOIUIACTUKN. [Ipn BbI-

cokoM cuagHMK YI'C aKTUBHO UCIONB3YIOT METOJ, TO-

Ta/JIbHOIl YPOTeHUTANbHO Mobunusanuu no A. Peiia,

MHOIZIa B COYETAHMM C BBIKpPaMBaHMEM IIPOMEXHOCT-

HOTO JIOCKyTa. Y MalMeHTOK C HelopasBUTHEM WUIN

areHesuell B/IaTajaMIla 30710TBIM CTAHJAPTOM JI€4EHUs

MIpU3HaH METOJ, MOJENMpPOBaHuA Biaaraauma mo Jxy-

3enne BekkbeTTn.

BpoxpeHHas rumepmnnasus KOpbl HaJIIOYEYHMKOB

(BTKH), Ha gomio kotopoit B cTtpykrype HOII npuxo-

purcs 60%, — ayTOCOMHO-peLiecCuBHOe 3aboeBanne,

XapakTepusyomnieecs feeKTOM OJHOTO VI HeCKOJb-

KMX (epMeHTOB, YIaCTBYIOIINX B CMHTe3e MUHepaso-

KOPTUKOUTOB [3]

IIpuunnoi BUpUM3auumu npu Kapuoruie 46, XX ABi-

eTCsI TUIepCeKpenst aHEpocTeHAona. O61eMnpoBoit

CKPVHMHT MJIaJI€HII€B, BK/IIOYaBIINII 6,5 MJIH HOBOPOXX-

HNeHHBIX, Mokasan, uto yactota BIKH cocrasnser

1 cy4ait Ha 15 ThIC. )XMBOpOXAEeHHBIX. CaMas BbICOKas

JacTOTa — Y HOBOPOXXIEHHBIX eBPeJCKOT0, MCIaHOA-

3BIYHOTO, CTABAHCKOTO M/ UTANbAHCKOTO IIPOVCXOX-

meHus [4].

OcHOBHOE 3B€HO IATOr€He3a — HapylIEeHME CUHTEe3a

xopTtusona. Knuandeckne nposasnenua BIKH 3aBucar

OT TuIa PepMEHTATUBHOTO AedeKTa.

Mopdodonornueckue nsmeHenus: npu BI'’KH BxmogaoT

B cebs yBenudueHue ¢annoca, yMeHblIeHNEe pa3Mepa

BXOf]a BO BJIaTa/lulle X M3MEHEHNE €T0 PACIONIOXKEHUA

(06peRMHAIOTCS B ypOreHUTANbHBI cCuHYC). Hackompko

CHU/IBHO HY ObITa 6B BBIPa>KEHa BUPVIIN3ALINS, BHYTPEH-

HII€ MIOJIZIEPOBBI CTPYKTYPbI BCETNIa IPUCYTCTBYIOT. BbI-

[e/ISAI0T HECKOMBKO leeKTOB:

6/
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= pmedexr 21-rmppokcuiaasbl (Hambosee paclpocTpa-
HeHHas ¢popma BI'KH);

= pmedexr 11-6eTa-ruapoKCHUIashl;

= fiedbekT 3-6eTa-TUAPOKCUCTEPOU eI NAPOreHashl (Han-
MeHee pacrpoctparenHas popma BIKH).

HedexT 21-rupokcuassl B CBOIO 0Yepelb IOfpasiers-

eTcs Ha Tpu HOopMBL:

1) KJIaCCHYECKYIOo € «kKPU3UCOM HOoTepy conm» (Hambornee
TsDKenmast popma, pacpocTpaHeHa B 60sbIieit cTere-
HU, YeM BUPWUIbHASA);

2) KJIACCUYECKYIO IPOCTYIO BUPUIIBHYIO;

3) HeKJIacCMYeCKYIO ¢ IIO3HIM HayaioM (Haubornee pac-
IPOCTpaHEeHHas).

Hedext 21-ruppoKcunassl — Hanbomee pacpoCTpaHeH-

Hast popma BI'KH, HacnemyeTcs 1o ay TOCOMHO-peLieccuB-

HOMY IIpu3HaKy. OToT (pepMeHT Kopupyet reH CYP21A2

u romonornyHbiii emy CYP21A1P, koTopble cBA3aHbI C 710-

KycOM KyIacTepa aHTureHos nerikoruros (HLA) Ha kopoT-

KOM II/Ieve 1IecToit xpoMocombl. Croco6cTByeT 06paso-

BaHMIO JeULUTa MIHEPATIOKOPTUKONIOB, HAKOIICHIIO

AQHIPOreHOB U 17-ruppoxcunporecrepoHa (17-OHP), uto

BBI3BIBAeT NMPU3HAKM MAaCKyIMHU3auuu. B pesynbrare

poXKziaeTcst pe6eHOK € )KeHCKUM I'eHOTHUIIOM, HO C PasHOIt

CTeleHbI0 Bupwm3anym. KiuHndeckue IposABIeHNA Je-

¢unyra 21-rupoOKCUIasbl — TUIIOHATPUEMIS, TUIIepKa-

NueMMus, TMIIOTOHYS, a Takoke Bupywmsany. [Ipu mo6oir

¢dopme Kmaccuueckoro aepuImTa STOro pepMeHTa HOBO-

POXIEHHBIE C XXEHCKUM T€HOTUIIOM MMEIOT repMadpo-

IVTHbIE HAPY>KHBIE II0JIOBbl€ OPTaHbI: YBeMYEHHBIN K-

TOp, CpalljeH1e GOIBIINX ITOIOBBIX I'Y0, YPOTeHNTaTbHbII

cuHyc. HapymeHa taioke penpogyKTuBHasA GpyHKIMA, KO-

TOpasi IPOAB/IAETCA aMeHOpeell ¥ aHOBYIATOPHBIM LIMK-

noMm. IIpu Hekmaccuueckoit popme CHMIITOMBI IPOSIBIIA-

I0TCSL 10 TIOPOCTKOBOTO BO3PACTa, OHAKO Cpasy I0C/Ie

POKZeHMsI, KaK IIPaBI/IO, OTCYTCTBYIOT. Y OO/IbHBIX H€BO-

YeK BO3MO>KHBI paHHee ITOsIB/IeHNe T0OKOBBIX BOTIOC, TUP-

CYTU3M U OIUTOMEHOpes.

B page xnmmHMYeckux mcciaefoBaHuit onncana BIKH

¢ dopmoit geduimra 21-rUEPOKCHUIA3HI, HO IIPU 3TOM

6e3 nedexra B renax CYP21A2 u CYP21A1P.

Iuarnos aroit ¢popmel BIKH M0oXHO mOCTaBUTH elle

Ha 9Talle BHyTpUyTpobOHOro passuTus miopa. [Ipu npo-

Be[leHUM aHa/I/3a aMHIOTIYECKOM XUAKOCTI BO BTOPOM

TpUMeCcTpe GepeMEeHHOCTI OIIPENesIeTCsT OBBIIIEHHBII

yposenb 17-OHP.

B nocTHaTanbHOM II€pMOfie [MATHO3 MOATBEPKAAeTCA

HOBBINIEHHBIM ypoBHeM 17-OHP B cbiBOpoTKe KpOBHL.

Y HOBOpOXXJEeHHBIX OH HJocTuraeT 9-50 Hr/m1. OpHAKO

y>Ke KO BTOPOMY AHIO IIOC/Ie POXK/I€HUA €r0 YPOBEHb

B CBIBOPOTKe CHIDKaeTcs. Eciy nofo6HOro cHuKeHus

He mpoucxoaut, guarHos BIKH c¢ 6onbuieit Beposrt-

HOCTDIO IOfITBEP)KAAETCA.

OTMeTuM, YTO NOBBINIEHHDBI ypoBeHb 17-OHP xapak-

TepeH He TOJBKO IJIA KJIACCUYeCKOl (OpMBI BPOX/IEeH-

HOJI I'MIepIIasuy KOpbl HAfNIOYEUYHNKOB, HO M HJIA

BI'KH c pedexrom 11-6eTa-ruapokcunassl u 3-6era-

TUZIPOKCUCCTEPON eI UAPOreHA3DL.

PacipoctpaneHHOCTD feduinTa 21-rMapoKCuIassl co-

craBnAeT oT 1:14000 go 1:18000 >KMBBIX HOBOPOXIEH-

HBIX B Mupe [3].

Hedunut 11-6eTa-ruipoKkcuIassl — ay TOCOMHO-peLec-
CUBHOe 3a00/1eBaHme, aCCOLMUPOBAHHOE C JedeKToM
B reHe CYP11B1. XapakTepusyercs HaKOIIEHUEM Jie-
30KCYKOPTUKOCTEPOHA, TUIIEPIPOAYKIMEN afipeHOKOp-
TUKOTPOITHOTO TOPMOHA U CHVYDKEHUEM BBIPAbOTKI KOP-
TU3071a, YTO NIPUBOAUT K apTEPUATbHON TUIIePTEH3NA,
COKpAIIleHNIO BBIBEIEHNs COTeit 13 opraHm3ma (f1e30K-
CUKOPTUKOCTEPOH — MOIHBI/ MIHEPATOKOPTUKOUL).
OrMmedaeTcs TakXe uype3MepHas HPOAYKLMS aHJPO-
IeHOB HaJIOYeYHVKaMI (IeruMiposNuaHApOCTePOHa,
AQHJIPOCTEHAMOHA M TeCTOCTEPOHA), YTO CIIOCOOCTBYyeT
Bupummsanuiu. [logrBepants sty popmy BIKH moxsHO
C IIOMOIIBIO aHA/IN3a CBIBOPOTKY KPOBU Ha CTEPOU[BI,
a Takke Ha ypoBeHb 17-OHP.

Hedexr 3-6eTa-rugpoKCUCTEPOUIETUAPOreHA3 TIPUBO-
IVUT K HaKOIUIEHUIO IIPeTHEHOJIOHA. B rmevyeHn aror cre-
POMIHBIL TOPMOH TPaHC(HOPMUPYETCs B TECTOCTEPOH,
YTO BbI3bIBaeT BUpMM3anuio. KinmHnyeckne npossie-
HUS 9TOI OPMBI — aHOMANbHOE KOIMYECTBO IOTEPH
COMu B CUITy fiepuITa CUHTe3a MIUHEPaIOKOPTUKOUIOB.
Haunas popma BIKH noaTBepsx/jaeTcst C IOMOIIBIO BbI-
SIBJIEHMSI TIOBBIIIEHHOTO YPOBHS AETUIPOSIMAHPOCTe-
pOHa 1 ero cynbGaTUPOBAHHOIO MeTabOMNTA B CHIBO-
POTKe KpOBM.

Takum obpasom, kaxaslit crydart HOIT mogpasymeBaer
MY/IbTUAVCIVIUIVHAPHBIN MOAXO0J, BKIIOYAIOMINIL PAJ,
00s13aTeNbHBIX 00CIeNOBaHNMII PasHBIMM CIELIMaTNCTa-
MU: NEAMATPOM, JETCKUM XMPYPTrOM-YPOIOrOM, FeHeTH -
KOM [5, 6] ¥ XpyproM-ruHeKOJIOTOM.

BpeMEHHbIe pPaMKKn Ana npoeeaeHna onepauun

YT06BI IPMAATb AHATOMWYECKU IPABUIbHBIN U (13MO-
norndecky pyHKIMOHAbHBIN BUJ| HAPYXKHBIM IIOTIOBBIM
opranam y narentos ¢ HOII, Tpe6yeTcst KOMITIEKCHBIIT
XUPYPIUIECKUIT TIOAXOM, BK/IIOYAIOLIVIL:
= OIpefie/leHMe MeCTa C/IVSIHUSI YPETpPhl U BIarajmiga
B YPOTEHUTA/IbHBII CUHYC C MOCTIEAYIOLVIM X pasfe-
JIeHUeM;
= ¢dopMUpOBaHME XaPAKTEPHOTO /s MALIVIEHTOB >KEH-
CKOTO 10714 YPOTeHNTAIbHOTO CHHYCa (B/Iaraimine ot-
KpPbIBAaeTCsA Ha HOBEPXHOCTD IIPOMEXXHOCTN);
= IpOBefleHNe BarMHOIUIACTMKMU, MHTPOUTOIUIACTVKIY,
nmabyonmactuky (Mo HeoOXOAMMOCTH), yCTpaHeHUe
SIBIEHNS K/IUTOPOMETaINIL.
Vcxopmst M3 MOCIeHUX KIMHIYECKUX PeKOMeHAAINI
Poccmiickoro obmecTBa aKyIepoB-TMHEKONIOTOB, Mep-
BbIIT 3Tanl (eMUHMSUPYOLell IIaCTUKM HapYXXHBIX
[I0/IOBBIX OPTaHOB IIPOBOAUTCS B IIEPBbIe TOABI XKIM3HU
pebeHKa. BolmonHeHNe IOCTERYOMNX XUPYPIIUIeCKUX
BMeIIaTe/bCTB (Ipy HeOOXOMMMOCTH) PEKOMEH/YETCS
IIPOBOAUTD B ITyOepTaTHOM mepuoge [3].
PangoMM3MpPOBaHHBIX KIMHIYECKUX MCCIEOBAHMNIL, MO~
3BOJISIIOLINX YETKO OILPEIe/IUNTh BPeMs [/ IIPOBENEHIS
XUPYPIUYECKOr0 BMELIATEIbCTBA, He IPOBOANIOCh. Co-
OTBETCTBEHHO €[JVIHOTO MHEHNS O BO3PACTe MALVEHTOB,
HOAXOJALIEM /A HpoBefeHNA HeMIHUSUPYIOLIel TeHN-
TOITACTYUKM, HET.
B nccnegoBanun R.M. Sturm u coaBT. cpegHIIT BO3pacT
[AMIEHTOK, KOTOPHIM IIPOBOAVINCH KOMOMHMPOBaHHbIE
(dheMMHM3MPYIOLIYE OlepaLy — KIIMTOPOIUIACTHIKA 1 Ba-
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TMHOIUIACTUKA, cocTasui 11,3 mecana. IIpu aToM BarmHo-
I/IACTHKA KaK OT/ie/IbHaA OIlepalyis BHIIONHAIACE B CPef-
HeM B 53 Mecslja, a KIIMTOPOIIacTiKa — B 70 Mecsues [7].
PexomenpiyeTcst COKpaTUTb BpeMsa MeXJy BaruHOIIIA-
CTHUKOI ¥ Ha4aJIOM II0JI0BOI KM3HU MALIEHTKY, YTOObI
CHU3UTDH PUCK BO3MOXXHOTO CTEHO3a IIPOCBeTa BJara-
JIMIIA — OHOTO U3 CaMbIX YaCTBIX OCTOXHEHU dpeMu-
HU3UPYIOLUX onepanuil. Eciu BarmHonnacTuka peko-
MeHJIyeTcs MalMieHTKe B [IETCKOM BO3pacTe, Jyyllle ee
IIPOBOAUTD B IBa 3Tama [8].

A. Oshiba n coaBT. cunTarOT 1€1ECOO0OPA3ZHBIM BBHITION-
HeHye BarMHOIIACTUKM [IOC/Ie HACTYIUIeHUA mybeprar-
HOTO IIepMofja TOMbKO B TeX CIy4asdX, KOIZa OTMe4aeTCs
CHU/IbHAs TUIOIUIA3MA BIArajniia, KOTOPYI0 MOXHO MC-
IIPaBUTD TONIBKO P KOIIOTHUTETbHOM VCTIONTb30BaHNN
HeBaruHaabHOM TKaHu [9].

B cBOI0 0Yepenb OCHOBHBIM IPEUMYILIECTBOM paHHeN
OHO3TAIIHOW BaTMHOIUTACTUKY SIBJISIETCS TO, YTO BO3-
MO>KHO MCIIOIb30BaHMe 136piTKa TKaHu YI'C /1 pekoH-
CTPYKIMM TIepefHell CTEHKY B/Iarasniia.

EBpomnerickoe 0011ecTBO TeTCKON 3HTOKPUHOMOTUM
n O61ecTBO MeAuaTpuieckoit sugoKkpuHonoruu Jloy-
COHa YWJIKMHCA PeKOMEHAYIOT OJHO3TAIIHYIO OIlepaliio
IIpY TsDKeNoit GOopMe BUPUIN3ALINY Y BHICOKOM CIVSTHUM
YTI'C B Bo3pacTe fo 12 MecsAneB U CINTAIOT Helleeco-
06pasHoil HeMUHU3UPYIOIIYIO IVIACTUKY MEXJY Iep-
BBIM T'OJIOM JKVM3HM U TIOJIOBBIM co3peBaHueM [10].

B nccnegoBanuu D. Joshua u coaBT. 60nbIINHCTBY Ma-
I[MIEHTOK IIPOBOAVIACh BaTMHOIIIACTMKA KaK OCHOBHOE
xupyprudeckoe sMemarensctso npu BIKH. Kmmnropo-
IITACTMKA BBINIOTHANACh MEHEE YeM B IIOJIOBMHE CTTyJaeB.
B 1enom faHHBIE IIOKa3bIBAIOT, YTO (eMUHUBUPYIOLINE
onepanunu npu BI'KH ocymectsnsaiorcsa B BospacTte fe-
CATY MeCAILeB ¥ XapaKTepU3yeTcs He3HAYMTeIbHOI Ya-
CTOTOM OCTIOKHEHMIT 1 HEOONMBIINM KOMMYECTBOM II0-
BTOPHBIX omeparuii [11].

B uccnemoBanum A. Baskin 1 coaBT. oncadbl MaljeHT-
KI CO CTeIeHbI0 BUPMIM3AUNY TeHUTaNINI 10 MIKaje
Ipapgepa > 2, B Bo3pacTe [0 ABYX JeT u 6e3 peMuHn-
3MPYOIINX IVIACTUYECKUX ONlepannii B aHaMHe3e. Xu-
pyprudeckoe BMeNIaTeNbCTBO Y MallIEHTOK, KOTOPBIM
BBINOJIHANACh PaHHASA TeHUTOIIACTUKA, IMpefIona-
rajio Bblfie/IeHNe U pasfiefieHNe YPOreHUTAIbHOTO CH-
Hyca, IpUBeeHNe BIarainiia U ypeTpsl B TUINIHOE
IOJIOKEHYe Y YCTpaHeHMe KauTopomeranuu (Ipu
HeoOxomuMocTu). M3 57 manuenTok 50 (80%) Obina
IpoBefieHa TeHUTOI/IAaCTMKA B paHHeM Bo3pacTe. Bcem
MM BBINOJIHANIACh BaTMHONIACTUKA, 38 (76%) — Kau-
ToportacTuka, 31 (62%) - yacTuyHas MOOMIM3ALS
YPOTeHMTaIbHOTrO cuHyca, 4 (8%) — monHas Mo6umu-
3aluA YpPOTEeHUTANbHOrO cuHyca. 3 (6%) — mepemHumit
CaTUTTANbHBIN JTOCKYTHBIN TPAHCPEKTANbHbIN JOCTYI
(ASTRA) pns oneparnBHOro BMemarenbcTBa Ha YI'C
C BBICOKMM CusiHmeM, 41 (82%) — BbIKpamBaHMe 10C-
kyta npomexxuocTu (Fortunoff flap) nna yBenndenns
3agHent yactu Braranauma. Y 24 (48%) manueHTOK Mc-
nonbp3oBanu u3beiTok YI'C s mmacTuku mepenHeit
YaCTH BIarajuiia. 3aTeM BCeM ManueHTKaM Oblia mpo-
BefleHa MHTPOUTOIUIACTHUKA (6ObIIIast ¥ MajIast IIacTH-

Kary06) [12].

/-\KyLLIepCTBO W TUHEKoNoruA

Jlekuun ana spaden

Bupbl onepaTuBHbIX BMeLLaTeNIb(TB

B kauectBe xupyprudeckoro nedenua HOII mpume-
HAT QEeMUHU3NPYIONIe MIaCTUYeCKue OIepaliyn:
KOJIBIIOIIACTHKY, KIUTOPOIIACTUKY, TAOMOIIACTHUKY,
YaCTUYHYIO/IIOTHYI0 MOOMIM3ALUIO YPOTreHUTaIbHOTO
CMHYCa U UHTPOUTOIIIACTHKY [13]. OCHOBHBIMMU LIe/LAMU
beMMHU3UPYOIMNX ONepanuil ABAATCA MOMoBasd ca-
MOMJeHTUGDUKALMY TTAIVeHTKY, COLMaNbHast M IICUXO-
JIorMYecKast ajanTalys pebeHKa B KOMIEKTUBE, a TAKXKe
BO3MOYXHOCTD BeJeHIsI II0I0BOI KM3HMU B OyAyIeM.
Xnpyprmdueckoe jgedeHne CegyeT IPOBOAUTD MAI[VEHT-
kaMm ¢ Bupunusanueir I1I-V crapnit no mxane Ilpagepa
(puc. 1-3) [14]. Ecnu ocTpoit He06XO[MMOCTH B KIIUTO-
porvtactuke HeT (ctapuu I u II mo mkane Ilpagepa), pe-
KOMEH/YeTCs1 He MpuberaTb K 9TOMY METOAY Ha PaHHUX
3Tallax pa3BUTUA pebeHKa.

Puc. 1. Cmaous III supunusavyuu no Ilpadepy

Puc. 2. Cmaous IV eupunuzavyuu no Ipadepy
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Puc. 3. Cmaous V eupunusayuu no IIpadepy

DeMuHMBUPYIOLINME ONEPALUM MOXHO BBIIOMHSITH
B OiMH WM fiBa 9Tana. [Ipy omepaTBHOM BMeLIaTeNb-
CTBe B HECKOJIBKO 3TAIlOB B IIEPBYI0 OYepelb BBIIOMHS-
10T pacceuerne YI'C c mocnenyroueii KaTeTepusanuein
MOYEBOT0 IIy3bIPsI, BbIJ€/IEHIEM TOJIOBKI K/IUTOPA U I'-
nepTpOopPOBAHHBIX KABEPHO3HBIX TeJI C OKPY>KAIOLINM
MX COCYAMCTO-HEPBHBIM ITYYKOM. [lajiee MCCeKaloT IM-
neprpodupoBaHHble KaBEPHO3HBIE Teld C COXpaHe-
HIEeM TOIOBKM KJIMTOPA U COCY[UCTO-HEPBHOTO IIyYKa
C moC/IeRyomIelt GpuKcamyert TOIOBKI KINTOPA K Ky/Ib-
Te KaBEepHO3HBIX Tell. 3aTeM (pOpMMPYIOT Majible [IO/I0-
BbIe TyObI (puc. 4). BTopbIM 3TarnoM BHIIONHSAIOT MHTPO-
UTOIUIACTHKY (puc. 5).

Puc. 4. Ilepsviii sman dpemunusupyiouieti naacmuxu

Vicxopns M3 cKka3aHHOTO, MOYXKHO CHe/IaTh BBIBOJ, 4TO de-

MyHusupyomue onepauuy npu HPII cocroar us He-

CKOZbKMX 3TAIOB: BaTMHOIIACTUKM, KTUTOPOIIACTUKIY,

TabMOIIIACTUKY M MHTPOUTOIVIACTHKIL.

BbIfieI 10T HECKO/IBKO TUIIOB Bar¥HOIIIACTUKIL:

= ($opMHUpOBaHME HEOBJATAMNINA C VCIOIB30BAHMEM
SKCTpaBarMHa/IbHOI TKaHN;

= BAarMHOI/IACTMKY  IPOMEXHOCTHBIM  JIOCKYTOM
(Fortunoft flap) nst cosmanust 3aHeit CTeHKM Bjara-
TIILA;

= pull-through nepnToHeanpbHyI0 BarvHONIACTUKY;

= TOJTHYIO/YaCTUYHYI0 MOOVMIMN3AINIO YPOreHUTaTbHO-
TO CUHYCa;

= BarMHOIIACTUKY MeTofioM JI>Kysenne BekkbeTTy 1 ee
JIATIAPOCKOMIYECKN aCCOLMUPOBAHHBIE MOAM(IUKa-
;

= [IE€PEeJHMUI CarUTTa/JbHbI TPAHCPEKTAIbHBIN JOCTYII
(ASTRA) npu BbicokoM cnusauu YI'C.

Boibop TuIa KOJBIOIUIACTUKM HAINPSMYIO 3aBUCUT

OT cTeneHy aTpouy BIAralInIna, KOTOpast B CBOIO Ode-

penb ompenenAeTca BHIPaKeHHOCTbI0 KOMIEHCATOPHBIX

U NEeKOMIIEHCATOPHBIX (aKTOPOB, BAMAIIIUX Ha YpoO-

BeHb 9CTpOreHMUsaIyy smurenus [15].

QopMupoBaHNe HeOBIArajauiia BHIIONHAETCA NPU

aTpe3ny BJIaraanina ¥ HeBO3MOXXHOCTY MCIIOTTb30BAHVA

MECTHBIX TKaHell [I/I ero co3fganus. [I14 BhIIOTHEHN

3TOII oIepalyy Yalle MCIOAb3yeTCsA YIaCTOK TONCTOM

knikn. S. Delshad u coaBT. B paH[OMU3UPOBaHHOM

MCCNelOBAaHNM ONMCANM MPOLEAYPY CO3/laHUA HEO-

BJIara/jMina y 39 manyeHToK C UCIOAb30BaHMEM Y4acT-

Ka CUTMOBUJJHOJ KMIIKY — JOCTYT 1o IIdanHeHmTIIIO

C JanbHEMIINM BbIJe/IEHMEM Yy4acTKa CUTMOBUJHON

KUIIKK pa3MepoM 10 10-15 cM i1 HemoCpeACcTBEHHOTO
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dbopmmpoBaHus HeoBmaramuina. Ha mpoMeXxxHOCTH GBI
cpenan H-o6pasHblil paspe3 ¢ IOCIeRYOLUM paspe-
30M MEXJY MOYEMCIYCKAaTe/IbHbIM KaHA/IOM U TIPAMOIA
KIUIIKOJ JIs OMeIleHNsI B 9Ty 06/1acTb HeoBaruHab-
HOTO TpaHcIIaHTaTa. MoOMIN30BaHHAs CUTMOBIUJ-
Hasl KUIIKa OblIa OTTSIHYTA BHU3 K aTPe3NPOBAHHOMY
Y4acTKy Blaraiuimia ¢ MOCAeAYIIUM HaaoXKeHueM
paccacpiBaroIuxca mBoB. [TpokcuManbHbI KOHEL, Heo-
BrIaraania GUKCUPOBAH K KPECTIIOBOMY BBICTYITY AL
IpefOTBPAIIEeHNA ONYIeHNs CTEHOK M/IN MOTHOTO BbI-
nafieHusA. B nmocmeonepanyoHHoOM nepuoje BceM Hanu-
eHTKaM BBIIONHAIOCh CAMOCTOSATe/IbHOE Oy>KUpOBaHUe
Ha IPOTsDKEHMY KaK MUHMMYM BOCBMU Hefielnb [16]. Ota
omepanus 6oree TpaBMaTUYHAs, YeM IIePUTOHeAIbHAS
BAarvMHOIIACTUKA, YACTOTA OCNOKHeHuit Bpimre. L. Cao
U COaBT. CPAaBHUBA/IM OC/IOXHEHNA TOC/IE IEPUTOHEATID-
HOJ ¥ «CUTMOBU/IHOV» BaTMHOMNIACTUKN. Y MAlMEHTOK,
IpOIIEAIINX IEPBYIO IPOLEAYPY, OTMEYAIICh MEHbIINIA
06beM KPOBOIIOTEPY, MEHbIIAs IIPOJO/DKUTENBHOCTD
orepaunm u OBICTPBIIT IIEPUOL BOCCTAaHOBEeHN [17].
Pull-through nepuroneanpHas BarmHONIACTUKA IIpUMe-
HAETCA [N CO3[aHMsA HEOB/IaTalINIla C UCIIONb30BaHN-
eM IIepUTOHea bHOTO N0CKyTa. [Iof06HbIT METOR 6BLI
Brepsble onucan C.H. JJaBpinosiM B 1969 1. Ha Texy-
LIMIT MOMEHT 3TOT CII0co6 MOMUIMPOBAH U BBINOJ-
HAeTCs clepyoluM obpasoM. B nepepgHeil 6promHoil
CTeHKe YCTaHaBIMBAIOT Tpoakap. Yepes Hero B Gprol-
HYIO TTOJIOCTb BBOJAT AMCCEKTOP, C IIOMOLbI0O KOTOPOTO
pasfensAT NPOCTPAHCTBO MEXIY MOYEBBIM IIy3bIpeM
¥ IPsIMOII KUILIKOI. B Hero momemjaor Oyaymyo Heo-
BaruHy. KpecTijoBo-MaTOUHbIE CBA3KM IepeceKaroTCs
¢ 0benx CTOpoH A co3faHusA 6oyee MIMPOKOTO Mpo-
cTpaHcTBa A ¢ukcanny Braranuima. JIockyTst 6pio-
HIMHBI IPOTATUBAIOT B 06/IaCTh MEX/y MOYENCIYCKa-
TEIbHBIM KaHa/JIOM U IPAMOV KNIIKOM, IPegBapUTE/IbHO
pacce4yeHHOI BO BCeX HAIPaB/IEHNUAX TYIBIM CIOCOOOM.
BepxHIOI0 9acTh HEOB/AraMNILA OTAEAT OT COTEPKU-
MOTO OPIOLIHOI MOIOCTH, 3aKPbIBask OPIOMINHY IIpUMep-
HO B 15 CM OT Hapy>KHOTO OTBEPCTUA BXO/Ia BO B/Iaran-
e [17]. OpHaKo ¢ y4eTOM BO3MOXXHOCTU IIPOBEfICHNA
HpoIenypsl 6y>)KMPOBaHUA B OTCYTCTBME TOTAIbHOII
aTpesuy BIArajaniia o4eHb He6GO/bIIOE KOMMYECTBO Ma-
L[MEHTOK HYX/IAal0TCSl B CO3JJAHUM HEOBATMHBI.
R. Domini u coaBT. B 1997 I. BiepBble NCIOIB30BAIN
IepefHMUIT CaTUTTA/IbHBIII TPAHCAHOPEKTANbHBIN [O-
cryn (ASTRA) y maumeHTKY ¢ BoicokuM cusiHyeM YI'C.
B ocHOBe TaHHOTO MeTOfa TIEKUT paccedeHye nepenHen
CTEHKM NPSAMOJ KMIIKM 10 CPEIHEN IMHNIY, a TAKXKe IIe-
PeRHell MOpLUNY aHaIbHOTO CHUHKTEPA, YTO IIO3BOJIAET
Jy4ille BU3yaau3UpOBaTh BIaraaniie, Ho 3HaYUTENTbHO
3aTpPyAHAET 3aJHIII TPAHCAHOPEKTANbHBIN focTyI [18].
IMpu Huskom cmusaun YI'C Hambomee ONTUMANTbHBIM
BAPMAHTOM XMPYPIUIECKOrO IeUeHM I ABIAETCS TOCKYT-
Has BarmHoIuTacTuka metopom Fortunoft flap. Onnako
IIpY VICTIOTIb30BaHNY IaHHOJ TeXHMKM BBIKpaMBaeMbII
JIOCKYT Ha IPOMEXHOCT) MMeET CIMIIKOM LIMPOKOe
OCHOBaHIe 1 IIpY ero nopmmBanum K creke YI'C He no-
ny4aertcs cobmocTu KocMetidecknii a¢gdekt. Comocras-
neHne 6OKOBBIX IOCKYTOB A7ist pOpMUpOBaHyst GOMBIINX
HO/IOBBIX I'y6 3arpyAHeHO. COOTBETCTBEHHO B KayecTBe

AKyLLIEpCTBO 11 TUHeKonorna

Jlekuun ana spaden

Puc. 5. Bmopoii aman dpemunusupyioweii naacmuxu

MopuMKaLuy JaHHOTO METOfA TIPelIaraeTcsi BBIKpan-
BaTh JIOCKYTHI C 60JIee y3KUM OCHOBaHUeM [19].

ITpu BeIcOKOM cruaHNM YI'C aKTMBHO MCIOIb3YeT-
Cs1 METOJ] TOTA/IbHON yPOT€HUTAIbHOM MOOMIN3aLun
o A. Pefia, mpennoxxeHHsbiit B 1997 1. B xofe Takoii ome-
panuy UCIONb3yeTCsA 3afiHNUII CarMTTaNbHbIN JJOCTYII.
BBIfe/SI0T U TOTA/IbHO MOOMIM3YIOT YPOreHUTAIbHBII
CHHYC Ha BceM NpoTsDKeHnu. C BEHTPATbHOM CTOPOHbI
otgensaoT YI'C ot 106K0BOI KOCTH. JlucceKuysi mpoBo-
[UTCSA JTaTepasbHO UM BEHTPANIbHO, YTOOBI chOpMMpO-
BaTbh JOCTYI K M03aAMI0OKOBOMY K/IETYaATOYHOMY IIPO-
cTpaHCTBY. [lajiee BHITATMBAIOT Kpas BJIarajINIIa IO Mepe
BBIIIOJTHEHNA NUPKyApHoU auccekuyn YI'C ¢ obs3a-
TEIbHBIM paccedeHueM IyO0oypeTpanbHOil CBA3KM. ITO
IIPOMCXOANT JO TeX IIOp, IOKa Kpas BIarajauiia He co-
IPUKOCHYTCS C IPOMEXHOCTBIO [/Is1 UX cluuBanus [20].

Knutoponnactuka

ITo Mepe M3y4eHMsT aHATOMUY KIIUTOPA TEXHUKYU U Me-
TOAMKY KINTOPOIIACTUKI COBEpIIeHCTBYIOTCA. B ce-
penute XX B. 6blIa pacpoCTpaHeHa aMITyTalus KiIM-
TOpa Y NAllMEHTOK C KIIMTOPOMETajnell, 4TO Ha JaHHbI
MOMEHT CUMTAaeTCs Kajlevarleit ornepanueit [21]. Kpome
TOTO, IIPOBOAIMIACH KIMTOPOIIACTIKA, COIIPOBOX/aB-
IIasACs TOTa/JILHBIM y7la/lleHMeM KaBepHO3HBIX Tell C CO-
XpaHeHMeM ToJIOBKU KauTopa. OCHOBHBIM OC/IOKHEHM-
eM Takoi omepanun 6sU1 HeKpo3 [22]. C mosiBieHMeM
TeHJEHLMM K OPraHOCOXPAHAIOWMM OIlepalsM OBl
HpeyIoXKeH CIocob MOrpy>KeHus TIepTpodUpPOBaHHO-
ro Te/la KIUTOpa B MOANEXKAIIYI0 MOAKOKHO-XXIPOBYIO
kneT4yarky [23]. [Jamee paccMaTpuBamuch METOABI I
COXpaHEeHMs YYBCTBUTEIBHOCTU HOPCATBHOIO COCYRU-
CTO-HEpBHOTO Iy4Ka. [IIs1 MUHUMM3AIy PUCKOB €ro
HOBPEX/IEHNUsA OBbUI IIPeAIoKeH BEHTPaIbHbINM JOCTYII
C IPORONMBbHBIM paccedeHneM ¢acuuy baka u yactuy-
HOII pe3eKIMell KaBepHO3HBIX Ten [24]. OgHako n3-3a
p¥cKa aTpoduy rOJIOBKY KINTOpA JaHHBI MeTOJ ObLI
HECKO/IbKO MOAMGMUIMPOBAH: CTANN IPUMEHATh TeXHMU-
Ky CYOTYHMYECKOJ TOTaIbHON PeRYKLMOHHON KINTO-
POIZIaCTUKM, IIPU KOTOPOI MPOBOAUTCSA NPOFOJIbHbIN
paspes dacuun baka n 6em04HO 060TOYKY Tema K-
TOpa HaJj Ka>KIbIM KaBepPHO3HBIM TEJIOM I10 00€ CTOPOHBI
OT COCYUCTO-HEPBHBIX ITy4YKOB. [lajee BBIIETAIOT KaBep-
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HO3HBbIE TeJIa U NCCEKAIOT X AUCTaIbHbIE OTHEIbL, IPOK-
CUMAaJIBHBIIL V1 AMCTA/IbHBII KOHIIBI IPOLIVBAIOT JIATATY-
pamu [25]. TTogo6HBIT TUII KIUTOPOIUIACTIKY, IINPOKO
HpUMeHsIEMBIIT B HACTOsAIee BpeMs ISl TedeHNs ali-
€HTOK C KIMTOPOMeTasIlell, HOCUT Ha3BaHIe HepBoCOe-
peraroieit KIMTOPOIUIACTUKIL. B Xofe omeparun mocie
BBIfle/IeHNs K/INTOPA U3 OKPY)KAIOLIell TKAH! PacceKaroT
dacuuro baka o cpegneit muHnu. JJaee MofBOpadnBa-
IOT ee KBEpPXy BMeCTe C COCYMUCTO-HEPBHBIMU IyYKaMI,
PacIonaraoIuMICcs UUPKY/SIPHO BOKPYT Oem10dHOI
o6omoukn. IIpoBOAAT TakKe MOOVMIN3ALNIO TOTOBKI
KIUTOpa. Y4acTOK IMIepTpodupoBaHHBIX KaBepHO3-
HbIX Te/l YA/LIOT Ha 2 CM AUCTalbHee MX 6udypKanum.
[0710BKy KIMUTOpA MOAIINBAIOT K OCTABLIMMCS YYaCTKAM.
ITpy HeO6XO[MMOCTH BBIIOMHIETCS [OIOTHUTENIBHOE
cOmDKeHe MaIBIX OJIOBBIX TY6 ¢ KIuTopoM [26-28].
Bce coBpeMeHHBIE METORBI XUPYPIUIECKON KOPPeKIUM
K/IMTOPOMETa/IN/ OCHOBAHbBI Ha COXPAHEHNN JOPCasIb-
HOTO COCYAMCTO-HEPBHOTO ITyYKa TOMOBKM KIUTOPA
IUIsL TIOZfEPXKAHIS €r0 HOPMA/IbHOTO (YHKI[MOHMPOBA-
Hu (2, 29].

n HTpouTONNacTUKaA

ITpu BI'KH 06bI19HO HPUMEHSAIOT UHTPOUTOMIACTUKY
C UCIONMb30BaHMeM M-06pasHOro KOXXHOTO JIOCKYTa
(puc. 5). laHHas omepanusa IPOBOAUTCA B OCHOBHOM
C pasfielleHMeM MOYEIONOBBIX ITyTell, YTOOBI N36eKaTh
BOCXOfsAllell MHPEeKINY MOYeBbIAeNTNTENbHON CUCTe-
MBI, KOTOpasi MOXKeT OBITD CBsI3aHa C BeeHIeM [IOIOBOIL
JKM3HNM. MoueBble 1 IOMOBbIE IIyTH MOXKHO Pa3flensTh
C JMCTONb30BaHMEM MECTHBIX TKaHeil unm GparMeHTOB
YPOTe€HUTaNIbHOTO cuHYyca. IIpu BpIMOMTHEHNM MIAaCTHU-
Ku ¢ popmupoBaHeM M-06pasHOro KOXHOTO JTOCKyTa
OTBOPAYMBAIOT BbIJIEJIEHHBIN TOCKYT Ha IPOMEXHOCTD,
MOOWIN3YIOT CTEHKY B/IATA/IMILA TAaK, YTOOBI €T0 [/IVMHBI

Puc. 6. Knunosuonas pesexyus (pesynomam cpasy
nocre onepayuu)

XBaTWJIO JI/IA ONYIEHMA CTEHOK Ha OCHOBaHVE IIPOMEX-
HOCTH 6e3 CyIIeCTBEHHOTO HaTsDKeHuA. [lamee CTEHO3M-
POBAaHHYIO YaCTb BIarajuilia pafuagbHO PACCEKaAOT JIO
pacupeHHoI JacTi. Bepuner M-06pasHbIX paspe3os
COEVHAIOT NPOCTBIMY Y37IOBBIMU HMIBAaMU C YIJIAMM pa-
IVIaTbHBIX pa3pe3oB Ha CTeHKE BjIarajmiia. To IpHUBO-
IUT K GOPMMPOBAHUIO IIMPOKOTO BXOJA BO BJIaTasINIIe.
OpnHako HapY>KHbIT CPUHKTEP yPeTpPBI IIPY 9TOM OCTAeT-
cs B rny6une YT'C, 4T0 MOXET HPUBOAUTD K PELUAUBU-
PyomyM NHOEKIUAM.

ITpy BBITIOTHEHUY VIHTPOUTOIVIACTUKY C MCIIONb30BaHM-
eM M-06pa3HOTro KOXXHOTO JIOCKYTa I pasfielieHeM Mode-
HOJIOBBIX ITyTeli ¢ moMomibio ¢pparmMeHToB YI'C B MOUeBoIt
mysbIpb BBOAAT KaTeTep Doses. [lasee IPOUCXORAT MOOK-
nmsanst 3agHert crenku YI'C n ee paccedenue B obmactu
6udypraunyu B IONepeIHOM HAIIpaB/IeHNN. 3aTeM OCY-
IeCTB/IAIOT UMPKY/IAPHBIN pa3pes [0 BepXHeMY pajnycy,
paspenas ypeTpy u Braranniie. [lepenHsas cTeHka Bara-
JIMIA 3aMelaeTCst YPOTeHUTATbHBIM CHHYCOM, a Ae(eKT
B ypeTpe IPUIINMBACTCA ABYPSFHBIM IIBOM.

Jlabnonnactuka

JIabuommacTuKy IpUMEHAIOT B KOMIUIEKCE C BaTMHOIIA-
CTUMKOI ¥ KINTOPOIIACTUKON M/ KaK CAMOCTOATENbHYIO
OIePALINIO IS YCTPAHEHMST KaKMX-/TM60 aHATOMIYEeCKIX
IedeKTOB, BBI3BIBAIOIINX (PU3UYECKUIT U 3CTETHIECKIIT
nuckomopt. K faHHoiT onepanmy yarie mpuberaroT npu
BBIP@KEHHOI IMIepTPOGUM MIN aCUMMETPUU MaJIbIX
HOJIOBBIX I'y0. BBIIE/I0T HECKOIBKO HOAXOHO0B K Pe3ek-
LMV MAJIBIX IIOJIOBBIX Iy0:
= KpPaeBYIO Pe3eKI[VIO;
= KIMHOBMIHYIO pe3eKLuIo 11 ee Mopyudukanyu (puc. 6);
= KOMOVMHUpPOBaHHbIE METOMBI KPaeBOJl M KIMHOBM-
HOJI pe3eKLMN.
Ecnu cpaBHMBATh pesy/nbTaThl OIEpPALuii, IPOBEfEHHbIX
C MCII0/Ib30BaHMEM KaXKJIOi U3 IIepeYMCIeHHBIX METOMIUK,
KIMHOBU/HAS Pe3eKIVs ABIATCA Hanboee 3CTeTUIHBIM
METOZIOM, ITOCKO/IBKY CIIOCOOCTBYET COXPAHEHNUIO eCTeCT-
BEHHOTO pefbeda KPaeBOil YaCTU MaJIbIX IIOTIOBBIX T'yH
nocie pesexuyu. IIpyu paBUIbHOM IPOBEEHNUN Olle-
palyy TakKe MaKCMMaIbHO COXPaHSIITCSA MHHepBaIA
U KPOBOCHa0XXeHMe, He HAPYIIAeTCsl YYBCTBUTEIBHOCTD.
B T0 Xe Bpems1 KpaeBas peseKIjus OfpasyMeBaeT ucce-
4YeHye HarbojIee BBICTYIIAIONIETO YIaCTKA TUIePTPOdI-
POBAHHOI MaJIOl TIO/IOBOII Iy6bI 6€3 COXpaHeHNs eCTecT-
BEHHOTO pe3elpOBaHHOTO Kpas [30].
TexHMKa KTMHOBUIHON Pe3eKIUM TOCTATOYHO IIPOCTA:
[OC/Ie HaHeCEHMsI Pa3MeTKM, II0 KOTOPOII BBIITOTHSET-
Cs1 pe3eKIsI, Ha Kpast MajIbIX IOJIOBBIX Iy0 HAaK/IafbIBa-
forcsa 3axumbl Koxepa, ¢ TOMOIIbI0 KOTOPBIX OTBOAAT
Kpas rnnepTpopOBaHHBIX MOJIOBBIX TY0 B laTepasb-
HYI0 CTOPOHY OT KauTopa. [lanee 10 HaMeYeHHBIM /M-
HISIM MCCEKAIOT U30BITOK TKaHU. IIpy 3TOM KOarysiuo
He JICIIO/Ib3YIOT, 4 Pe3eLMPOBAHHbIE KPasi YIIMBAIOT He-
IpepBIBHBIM IIIBOM C MCIIONb30BaHNMEM PaccachIBalole-
rocs OBHOTO MaTepuaia pasmepom 4/0 [31].
CyuecTByeT HECKONbKO MOAM(UKALNIT KITaCCHIeCKOIt
KIMHOBUAHON pesekiun. Tak, TeXHMKA 3aHeIaTepasIb-
HOW K/IMHOBU/JHOI Pe3eKI[MY MpeMIonaraet o6s3arenn-
HOe COXpaHeHMe COCYIUCTO-HEPBHBIX ITyYKOB, HAXOMA-
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IMMNXCA B LEHTPAIbHON YacTy I'UIIePTPOdUPOBAHHON
IIOJI0BOII I'yObl. B pesynbraTe maHHOV MomuduUKanuy
KIMHOBM/IHONM DE3eKIUM 4yBCTBUTENIbHOCTb MAKCH-
MaJIbHO COXPAHAETCH, NllleMUYeCKye MIPOsIBIIEHNUsA B IU-
CTaJIbHBIX OT/IeIaX Pe3eLyPyeMOoli II0TOBOI IyObI OTCYT-
cTByIOT [32].

ITpeumymecTBO CpeAMHHON KIMHOBUIHON Pe3eKLINUN
HOMIMMO COXpaHEeHUs eCTeCTBEHHOTro penbeda Kpaes
MaJIBIX IIOJIOBBIX Ty6 COCTOMT B TOM, YTO CHIDKAeT-
¢ 00beM MCCeKaeMOll KIeT4aTKHM, a CIef;0BaTelbHO,
PYICK KOHTPAKTypsI pyobria [33].

IIpn HyDKHEN KIMHOBUHONM pe3eKIUM MCIIONb3yeTCAa
6aboukoobpasHblit MeTop, Pukcanuu runepTpodupo-
BaHHBIX YaCTell Ma/IbIX IIOIOBBIX I'y6 K BHYTPeHHeI! I1o-
BepxHoCTHM beapa. Iocme HaHeceHNs OPUEHTUPOBOYHOI
pasMeTKM IpoBOfAT Z- vaun W-06pasHyIo pe3seKInio
yJacTKa MaJbIX ITOTIOBBIX I'y6. B mambHeifimeM Hakia-
AbIBAIOT [IBA PsAJja LIBOB: IEPBBI — Ha MbILIEYHYIO II/Ia-
CTUHKY CIIM3MUCTOI 0060/I04KM, BTOPOIT — Ha COOCTBEH-

Nvreparypa

Jlekuun ana spaden

HYIO IVIACTVHKY U S1UTeNunii. JJaHHBI METOJ ITO3BOJISIET
Haubojiee TOYHO OINpPENeNNTh HPOLEHT ACKMMETPUN
¥ TIPaBU/IBHO HOZOOPaTh 06BEM pe3eKLny TUIepTpo-
bupOBaHHBIX YIaCTKOB MaJIbIX IIOJIOBBIX I'y6 [34].

3aknioyeHue

ScTeTNYecKue olepanyy B eTCKO TMHEKOIOrNN Ha-
IpaBJ/IeHbl IPEeNMYIIeCTBEHHO Ha YCTPaHeHNe BpOXKIeH-
HbIX /lepeKTOB Pa3BUTUA HAPY)KHBIX ITOTOBBIX OPTaHOB.
TexHUKM IIpOBeIeHNA IOCTOSHHO COBEPLUICHCTBYIOTCA
U MOEMGUIVPYIOTCS IS MaKCUMaIbHOIO COXpaHEHNA
(GYHKIUY ¥ BHELIHETO BMJa PeKOHCTPyUpyeMoit oba-
cTy. MeTOIMKY BBLINOTHEHMSA ONepaluii B KIMHUKAX
PasIuYHbl, HO 0611e 3aKOHOMEPHOCTI B OO/BIINHCTBE
CIy4aeB OfMHAKOBBL IIpu rpaMOTHOM MOLXOfE K BBI6O-
Py XMPYPIMYIECKOTO JIe4eHNs MeAMaTpUIeCcKNX Iamy-
enToB ¢ HOII n nmopokamMu pa3BuTHUA HapYy>XHBIX I1OJIO-
BBIX OPTaHOB MO>KHO BOOUTbCS BBICOKMX Pe3yIbTaTOB
U YIYYIIUTD Ka4eCTBO >KU3HU MOJIOMBIX ITAIIIeHTOK.
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Aesthetic gynecological operations in children and adolescents are aimed at eliminating congenital anomalies

of the structure of the external genitalia, which usually occur as a result of a violation of the formation of sex.

In addition, operations are often performed to achieve a cosmetic effect in conditions such as hypertrophy

of the labia minora, clitoromegaly (not associated with genetic defects), atrophy and narrowing of the entrance

to the vagina. At the moment, there is no consensus on at what age to perform aesthetic reconstructive surgery

for abnormalities of the development of external genitalia in pediatric patients. At the same time, many techniques
have been developed that are actively used in clinics around the world. The article considers the most practical
and least traumatic, with a low percentage of complications, methods of plastic surgery in children and adolescents
with congenital malformations and cosmetic defects of the external genitalia. A search for literature reviews,
systematic reviews, meta-analyses and clinical studies on the topic of aesthetic gynecological operations

in gynecology of children and adolescents was conducted in the PubMed and Embase. The search was carried out
using combinations of MESH terms: feminizing genitoplasty, atypia of the external genitalia, pediatrics, disorders
of sex formation, congenital hyperplasia of the adrenal cortex. The articles were analyzed, the full text of which
was in the public domain, with a detailed description of the course and results of the operation, a description

of clinical cases and studies in the field of pediatric and adolescent gynecology, mainly surgical treatment

of congenital disorders of the reproductive system. As a result of a search in the PubMed, Embase databases

with a diverse combination of keywords, 498 publications were found that were screened by name and abstract.
120 articles were selected for full-text analysis, 31 of them were selected for citation.

Keywords: feminizing genitoplasty, atypia of the external genitalia, pediatrics, disorders of sex formation,
congenital hyperplasia of the adrenal cortex
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