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v Peslome

B 0630pe numepamypel paccmompeHsl co6pemMeHHble NOOX00bl K OUAZHOCMUKE U XUPYPUUECKOMY
neyenuro Hapyuienuit gopmuposanus nona (H®@II) y oOesouex c¢ 6porcoeHHoul Ouchynkyueii Kopol
Haonoueunukos. Oceewjena  360710uUA  MeEPMUHONO2UU U  Klaccuukayuu  om  KOHUenyuu
«weepmagppooumusmar 00 npumnamou 6 2006 200y mexcoynapoonoii nomenxiaamypur disorder of sex
development (DSD). IIpedcmaenenst cospemennsie daunvie 06 Imopuozenese nonosoi ougdepenyuposxu,
ponu zena SRY u Opyzux zememuueckux ¢hakmopoé & opmuposéanuu nona, a makxce MoJjeKyIApHble
MEXAHU3IMBL GUPUIUAUUU HAPYHCHBIX 2eHumanuii npu oegpuyume 21-2udpokcunasvl. Ilpoananuszuposanst
Knaccuguxayus cmenenu eupunuzayuu no Prader u anamomuueckue eapuanmol ypocenumanvhozo cunyca,
onpedenaouiue 6vloOp Memooa Xupypuueckou koppekuuu. OmoenvHoe 6GHUMAaHUE  YOeNeHO
OUAZHOCMUYECKOU NAHIHOOCKONUU KAK «30J10MOMY CHAHOAPHY» NPEOOnEPAuuoOHH020 00C1e006anus, a
makwce coOBPEMEHHBIM PEKOHCIMPYKMUGHBIM MEMOOUKAM — MOMAILHOW U YACHUYHOU YPO2EHUMAIbHOU
Mobunuzayuu, Hepeocoepezaouienl Kaumoponaacmuxe. Qocyryncoaemca OUCKYCCUOHHBLIL 60RPOC 00
ONMUMANLHBIX CPOKAX XUPYPUUECKO20 GMEUIAmenbCnmea U HeoOXo0uMocmu MyabmuducCyunIuHapHozo
nooxooa. 0630p morcem ovimb NOE3EH 0eMCKUM IHOOKPUHOTI02AM, YPOJI02AM U XUPYP2AM, 3AHUMATOWUMCA
ouaznocmukou u nevenuem nayuenmok ¢ HOII.

Kniouesvie cnoea: napywenue popmuposanus nona, 6poricoeHnans OUCHYHKUUA KOPbl HAONOUEUHUKOG,
demunuzupyrowas 2eHUMONIACMUKA, YPO2eHUMAIbHBLIL CUHYC, RAHIHOOCKORUS, KIUMOPONIACIUKA.

OPTIMIZING THE DIAGNOSIS AND SURGICAL TREATMENT OF DISORDERS OF SEX
DEVELOPMENT IN GIRLS WITH CONGENITAL ADRENAL CORTEX DYSFUNCTION
(Literature Review)
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v Resume

This literature review examines current approaches to the diagnosis and surgical treatment of disorders of
sex development (DSD) in girls with congenital adrenal hyperplasia. The evolution of terminology and
classification is traced from the historical concept of "hermaphroditism' to the international DSD
nomenclature adopted in 2006. Current data on the embryogenesis of sex differentiation, the role of the SRY
gene and other genetic factors in gonadal development, and the molecular mechanisms of external genital
virilization in 21-hydroxylase deficiency are presented. The Prader classification of virilization and the
anatomical variants of the urogenital sinus that determine the choice of surgical technique are analyzed.
Particular attention is given to diagnostic panendoscopy as the gold standard of preoperative evaluation, along
with contemporary reconstructive techniques — total and partial urogenital mobilization and nerve-sparing
clitoroplasty. The ongoing debate over the optimal timing of surgery and the need for a multidisciplinary
approach are discussed. This review may be useful for pediatric endocrinologists, urologists, and surgeons
involved in the diagnosis and management of patients with DSD.

Key words: disorders of sex development, congenital adrenal hyperplasia, feminizing genitoplasty,
urogenital sinus, panendoscopy, clitoroplasty.
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TUG'MA BUYRAK USTI BEZI PO'STLOG'I DISFUNKTSIYASIGA EGA QIZLARDA
JINSIY RIVOJLANISH BUZILISHLARINI TASHXISLASH VA JARROHLIK YO'LI BILAN
DAVOLASHNI OPTIMALLASHTIRISH (Adabiyotlar sharhi)
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v" Rezyume

Ushbu adabiyotlar sharhida tug'ma buyrak usti bezi po'stlog'i disfunktsiyasi bo'lgan gizlarda
jinsiy rivojlanish buzilishlarini  (JBB) tashxislash va jarrohlik davolashning zamonaviy
yondashuvlari o'rganiladi. Unda terminologiya va tasnifning ""germafroditizm™ tushunchasidan
2006-yilda gabul gilingan xalgaro jinsiy rivojlanish buzilishlari (JBB) nomenklaturasigacha
evolyutsiyasi ta'kidlangan. Jinsiy differentsiatsiyaning embriogenezi, SRY geni va boshga genetik
omillarning jinsni aniglashdagi roli hamda 21-gidroksilaza yetishmovchiligida tashqi jinsiy
a'zolarning virilizatsiyasining molekulyar mexanizmlari bo'yicha zamonaviy ma'lumotlar keltirilgan.
Virilizatsiya og'irligining Prader tasnifi va jarrohlik tuzatish usulini tanlashni belgilovchi urogenital
sinusning anatomik variantlari tahlil gilingan. Operatsiyadan oldingi tekshiruvning "oltin standarti"'
sifatida diagnostik panendoskopiyaga, shuningdek, zamonaviy rekonstruktiv usullarga - to'liq va
gisman urogenital mobilizatsiya va asabni saglovchi klitoroplastikaga alohida e'tibor garatilgan.
Jarrohlik aralashuvining optimal vagti va ko'p tarmogli yondashuv zarurati hagidagi bahsli masala
muhokama gilinadi. Ushbu sharh NSF bilan og'rigan bemorlarni tashxislash va davolash bilan
shug'ullanadigan bolalar endokrinologlari, urologlari va jarrohlari uchun foydali bo'lishi mumkin.

Kalit so'zlar: jinsiy rivojlanish buzilishi, tug'ma buyrak usti bezi po'stlog'i disfunktsiyasi,
feminizatsiya genitoplastikasi, urogenital sinus, panendoskopiya, klitoroplastika.

AKTYaJIbHOCTH
H apymenue ¢opmupoBanuss mona (H®IT) — rpynna BpoXAEHHBIX MATOJOTHMA, CBS3aHHOE C
KINHUKO-OMOXUMHUYECKUM IMPOABJIICHUEM HCECOOTBETCTBUA MCEKAY TI'€HCTUYCCKUM, TI'OHAaJIHBIM H

(EHOTUNNYECKNM TOJIOM pPeOCHKA, KIMHUYECKHM HPOSBIEHHEM KOTOPOTO SBISIETCS aMOMBAJIEHTHOE
CTPOCHHE HAPYKHBIX TCHUTAIIHUI.

TpamuuuoHHO /ISl OTIMCAHUS TAHHOTO COCTOSIHUSI MCIIOJIb30BAJICS TEPMUH «TepMappOIUTH3IMY» U
«uHTepceKey. TepMuH «repMadpoauTH3MY) MOTIEPKUBACT HAIMYUE Y CYOBEKTa KEHCKUX U MYKCKUX
MOJIOBBIX MPU3HAKOB W penpoaykTuBHbIX opraHoB (Blacker and Lawrence)[l] Ha ocHoBanuu
THCTOJIOTHH TOHAJ, U JIOJH C OBOTECTHCAMM O0O3HAYCHHI KaK «repMadpoauTsy. BriepBbie TepMuH
«MHTEpCEeKC» ObLT BBeIeH B Hay4HbIi 000poT P. Tonpammmuarom (R. Goldschmidt) 8 1915-1917 rr [2],
a B 1923 roay nony4unn Gosiee MIMPOKOE PAaCIpOCTpaHEeHHE B KIIMHUUYECKOU uteparype [3], BMecte ¢
HUM ¥ KOHIICTIIIHS JIIOJIeH, HaXOIMIIUXCSI MEXKIY JBYMsl CTaHIAPTHBIMHU TIOJIAMH, KOT/Ia HHAWBUIyyMa
HEJIb3s1 YeTKO OTHECTH K KAaKOMY-JIHOO IMOJIy, B CBSI3M C YeM B MEIUIIMHCKYIO TEPMUHOJIOTHIO HAI0JITO
BXOIST  OMNpPEACICHHS «UHTEPCEKC», «HUCTHHHBIH repMadpOIUTH3MY, <«JIOKHBIA  MYKCKOM
repMappoIUTH3MY, «JI0KHBIN KEHCKUH TepMadpoanTH3IMY.

C pa3BuTHEM MEAMIIMHBI M BBEJACHHUEM HOBBIX TeXHOJOTHH B 20 Beke ObUIM OIMYOJIMKOBaHBI
KJIMHHUYECKUE OTMCAHUS MAI[MEHTOB C PA3IMIHBIMU MPOSIBJICHUSIMU TTATOJIOTHH MTOJIOBOTO PA3BUTHS —
THHEKOMACTHsl, HH(paHTHIBHOCTb, OTCYTCTBHE BTOPHYHBIX IIOJOBBIX MPU3HAKOB, HEMPAaBUIBHOE
CTPOCHHE HAPY)XHBIX TCHUTAJIHH, B CBS3M C 4YeM IOSBISUIMCH BOIPOCHl K TOHATHIO TOJ U HX
b depeHIInpPOBKe.

B 1955 rogy BniepBbie NOSBIISIETCS MOHSATHE IIOJ», OJHUM U3 POAOHAYAIBHUKOB B JAHHOM BOIIPOCE
no npaBy MoxHo cuurtatk John William Money — amepukanckoro ncuxosiora u cekcoiora. John
Money onpenenui «moi» Kak CI0KHOE MYJIbTHKOMIIOHEHTHOE IMOHSATHE W BKJIKOYWI B HEro 6
OCHOBOIIOJIArarKX KOHLENIMI: XPOMOCOMHBIN 110JI, TOHAIHBIN 110JI, BHYTPEHHUE PENPOLYKTUBHbBIE
OpraHbl, Hapy KHbIE TCHUTAJIMN, BTOPHYHBIE MTOJIOBBIE IIPU3HAKH U NI0JI0BOE BocriuTanue [4]. U nobGaswui,
gro: "[larMeHThl, AEMOHCTPUPYIOMINE pa3IUYHble KOMOMHAIMKM W TIEPECTAHOBKU OSTHX IIECTH
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CEKCYaJIbHBIX MEPEMEHHBIX, MOTYT OBITh OLICHEHBI 110 CelbMOil epeMeHHoi: [7]. T'enaepHas ponb u
OpHEHTAIMs KaK MY>KCKasl WM KEHCKasl, yCTAaHOBJIEHHbIE B IIpoliecce B3pocienus”. B urore noix — 3to
COIMAJIHHO W OMOIIOTHYECKH 00YyCIIOBIIEHHAS POJIb CYOBhEKTa B ceMbe U obOmiecTBe. Takum oOpa3oM, B
oOmiell mIkane MaToNIOTHH MOJOBOTO PAa3BHTUS BCE 3TU CYOBEKTHI B KAaKOM-TO CTENEHH MOTYT
paccMmaTpuBaThCs Kak repMadpOANTHI, KOO TPY HApYIIEHUH JTIF0O0TO0 3BeHa B 1er (hOpMHUPOBaHUS TOJIa
BO3HHMKAIOT MM MPOSIBJISIOTCS YepThl NPOTHBOIOIOKHOIO II0Ja M BBI30OBET OTKJIOHEHHE OT
CYLIECTBYIOLICH HOPMBI «JIBYTIOJION» CUCTEMBI KOOPIMHAT.

OpnHa U3 nepBbIX Knaccu(pukanuii repmadpoautoB — kinaccudukanus Yukunca (1965)P). To neit
BCeX repMadpoAUTOB MOAPA3AEUIN HA «UCTUHHBIX» U «IOXKHBIX». K HCTHHHBIM (hopMaM OTHOCHIIN
OOJIBHBIX TOJNBKO C ABYIOJIBIMH FOHA/IAMH, K JIOKHBIM — y YEJIOBEKa €CTh IIPU3HAKU PA3BUTHUS 00EUX
MOJIOB, HO OJIWMH M3 HUX KAa4eCTBEHHO MJOMHHUpPYeT. Takke CYIIECTBYeT KiacCU(pHUKAIHS,
npeanoxennas Klebs (1876)¢. ITo meii repmadpoauToB NoOmpasfeisiM Ha «HAPYKHBIX» U
«BHYTpeHHUX». OIHAKO B IOCJEAHEe BpeMsl JaHHAs KilacCU(UKaLus IepecTala yIOBIETBOPSITh KaKk
MalMeHTOB, Tak W Bpaded. C ONHOW CTOPOHBI CONMAIbHBIE TPOOIEMBI IJsl POACTBEHHUKOB, U
CyLIECTBYIOIIasi TEPMHUHOJIOTHSI JTAHHOTO COCTOSIHUS (repMadpoauTusM, repMapolIuT), TOJIBKO
yCcyryOJIsieT ICUX0IO0Tn4ecKuil TuckoM(popT B ceMbe. C Ipyroil CTOPOHBI, OCIE TOTO KaK MEXaHU3MbI
pa3BUTUA TEX WM MHBIX 336OJIGB21HI/H71 TOYHO YCTAHOBJICHBI M COBPEMCHHBLIC BO3MOXHOCTHU
yTO‘IHﬂIOHICﬁ JAUAarHoCTUKU TIO3BOJIAIOT YCTaHABJIMUBATDH HO30JIOTMYECKUN JHUAardHo3, BO3HHUKJIIA
HEOOXOJMMOCTh H3MEHEHUS KTacCU(UKANHU s 00JIee ITOTHOTO OTOOPaKEHHS TPUPOIBI BO3HUKIIIETO
coctosiHusl. B cBs3u ¢ atum B 2006 1. Ha OpraHU30BaHHON COBMECTHO EBpONEHCKUM U AMEPUKAHCKUM
o0mIecTBaMU JIETCKUX SHAOKPHHOJIOTOB MEXIYHAPOAHOW KOH(EpPEeHIUH, MOCBSIIEHHOH MpobiemMam
HapyLIeHUH TOJIOBOTO Pa3BUTHs, ObUIM MEPECMOTPEHBI PaHEe CYIIECTBOBABILUE MOJOXKeHUs. Pabora
9KCIIEPTOB 3aBEPLIMIACH MPUHATHEM KOHCEHCYCa IO MEPecMOTPY TEPMUHOJIOIMH U KIacCU(PHUKALUU
repmappoautuzmal’ 8. TIpensnoxkeHo 3aMeHUTH Kak caM TEPMHH «repMadpOIMTU3M», 3ByYalluii
OCKOPOUTEIBHO JUIs TAIIMEHTOB, TaK U YKa3aHUE B AUATHO3€E MTOJIOBOH MPUHAIEKHOCTH, T.€. MYKCKOH
WM JKEHCKHH repMadpoautusM. PexkoMeHIoBaHO ucmoib3oBanne TepmuHa «disorder of sex
development» (DSD), B pycckom BapuaHte — «HapyieHue Gpopmuposanus moia» (HOIT).

N3menenue HoMmeHKIaTYpbI (2006 rox)

Crapas knaccupukanmus \ Hogas knaccuduxanus
I'epmadpoautusm Hapymenne ¢popmupoBanus nona
Myskckoit repMadpoIuTH3M, HETTOITHAS H®IT 46 XY

MacCKyJIMHU3aLUsA

JKenckuit repmadpoinTU3M, BUPHITH3AIIHS H®IT 46 XX

WcTunnbil repmadpoauTim OBotectukymsipaoe HOIT

XY -xeHIIMHA ITonaHbIHN TOHAAHEIN qUcreHes3, 46 XY
XX-My)4dnHa 46 XX — TectuxyisipHoe HOIT

Tabnuya cocmasnena no oannvim [ 7, 8].

OMOpuorene3 HapyumeHust (GOPMHPOBAHUS 10J1a M MPUYHMHBI BUPHIH3AIHUHN HAPYKHBIX
TeHUTAJINH

B HOpMe monoBoe pa3BHTHE UeJIOBEKa MPEJCTABISIET COOOW CIIOKHBIMA, TUHAMHUYHBIA U CTPOTO
peryJMpyeMbIii TPOIIECC, BKIIOYAIOUIMKA MOCIEA0BATENbHBIE 3Talbl T[E€HETUYECKOW, TOHAIHOM,
rOPMOHAJBHONH W (heHOTUIUUEeCKOH muddepeHupoBky. JIF000e HapylleHHEe 3THX 3TallOB MOXKET
NPUBECTH K Pa3BUTHIO HapymeHui popmuposanus nodia (Differences (Disorders) of Sex Development,
DSD), xapakTepu3yIOIIMXCsl HECOOTBETCTBUEM MEXKIY XPOMOCOMHBIM, TOHAJHBIM U ()EHOTHITUYECKHM
TIOJIOM.
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Knaccuueckast KoHUIeNus MonoBol TuddepeHunpoBKy Obuta chopmyaupoBana A, JOSt, KoTopslii
[I0KAa3aJl, YTO Pa3BUTUE I0JA BKJIIOYAET TPU B3aMMOCBS3aHHBIX ITala: ONpelesIeHHEe XPOMOCOMHOIO
110J1a B MOMEHT OIUIOA0TBOpeHMsI, Au((HepeHIMPOBKY OUIOTEHIMATBHON TOHABI B SIMUKO WM SIMUHUK
u mocienyonee (GopMUpOBaHHWE BHYTPEHHHX M HApY)KHBIX MOJIOBBIX OPTraHOB IO BIHMSHUEM
TOPMOHOB, IIPOAYLIPYEMBIX pa3BHBaIOIMMUCs ToHagamu [9]. Takum o6pa3om, HOpMAIBEHOE MMOJOBOE
pa3BUTHE SBIAETCS PE3yIbTATOM B3aUMOCHCTBUS T€HETHYECKUX (PAKTOPOB, TOPMOHAIBHOM PETyIISIMN
1 dMOpHOHaNIBHOTr0 MopdoreHesa. Hapyienue 1100010 3BeHa 3TOTo Mpolecca MOKET COMPOBOKAATHCS
pasBuTHEM pa3nuiHbix popm DSD.

N3ydeHrne MexaHu3MOB OIPEIeNIEHHS 110JIa Ha4ajIoch B mepBoi mojoBuHe XX Beka. B 1921 romy T.
Painter BriepBbie IIUTOJOTHYECKH TTOATBEPANT HAIMYHE y YeIOBEeKa MojoBeIX xpomocom X u Y [10].
[lepBoHa4yanbHO, Ha OCHOBAHWHM HCCIEAOBAaHUHA Yy APO30QHI, CUUTAIOCh, YTO TOJ ONpPEACISIEeTCS
KOJIMYECTBOM X-XpPOMOCOM, TOTJa Kak Y-XpoMOcOMa HE WIpaeT CymecTBeHHOH ponu. OmHako
BHE/IPEHNUE LUTOI€HETHYECKUX METOHOB B cepeanHe XX BeKa IO3BOJIMIO YCTAaHOBUThH KIIIOYEBOE
3HA4YeHUE Y-XpPOMOCOMBI B Pa3BHTHUH MYXCKOrO moiya. VccremoBaHusi MAaMEHTOB C CHHIPOMaMHU
Knaitngpensrepa (47,XXY) u Tepuepa (45,X) mokazaiu, 4TO MMEHHO Haiuuue Y-XPOMOCOMBI
OTpeieIIeT Pa3BUTHE SUYEK HE3aBUCUMO OT YHciIa X-XPOMOCOM, TOIZIa Kak €e OTCYTCTBHUE IIPUBOIUT
K pa3BUTHIO eHcKkoro penotumna [11, 12].

BriocnenctBun ObIIO BBICKA3aHO TPENTNOJIOKEHHE O CYIIECTBOBaHHMM Ha Y-XpPOMOCOME TeHa,
OIPEEIISIONIETO Pa3BUTHE SIMYKa, MOJy4nBInero Hasanue Testis Determining Factor (TDF). B 1990
roay A. Sinclair u coaBTopbl HICHTUPHUITUPOBAIN STOT TeH, KOTOPBINA moay4mi Ha3Banue SRY (Sex-
determining Region of Y chromosome) [13]. I'en SRY koaupyeT TpaHCKPHIIIMOHHBIN (akTop,
3aIlyCKAIOLINI KacKaJ TeHETUYECKUX peakuid, HeoOXOAUMBIX AJsi GopMHUpOBaHUs KiIeToK Cepronu u
nmud hepeHIMPOBKH OUTIOTEHIIMATHFHON TOHAIBI B STMYKO.

Okcrnpeccusi reHa SRY HaunHaeTcs MprOIM3NTENBHO Ha 6—7-11 Hepiee SMOpHOreHe3a U HHIYUPYeT
aKTUBAIIMIO psifia TEHOB, mpexae Bcero SOX9, KOTOPBIM CUUTAETCS TNIABHBIM PETYJISTOPOM Pa3BUTHUS
tectukyisipuoi Tkauu [14, 15]. Tlom Bamsauem SOX9 npoucxoaut aupGepeHIIMPOBKa KIETOK
Cepronu, cuHTe3 aHTEMIOIepoBa TopMmoHa (AMI') U manpHeimee pa3BUTHE MYXCKOW IOJIOBOM
cucrembl. Knerku Jledgura HaunHalOT MPOAYIIHPOBATH TECTOCTEPOH, KOTOPBIN 00eCTICUUBAET Pa3BUTHE
BOJIL(OBBIX MIPOTOKOB, & €0 aKTUBHBIA MeTabonuT — auruapotrecroctepor (II'T) — orBedaer 3a
(bopMHpOBaHNE HAPYKHBIX TOJOBBIX OPTaHOB 110 MY>KCKOMY THITY.

[Tpu otcyrcTBHH Y-XpOMOCOMEBI U 3KcTipeccud SRY pa3BHTHE POUCXOAUT O KEHCKOMY MyTH. B
arom ciydae aktuBupyrotcs reibl WNT4, RSPO1, FOXL2, DAX1 (NROBI1) u apyrue daktopsi,
oOecnieunBaroniye (GOpMHUPOBaHHE SMYHUKOB. OTCYTCTBHME NPOAYKLUUHM AHTHMIOIIEPOBA T'OPMOHA
CIIOCOOCTBYET COXPaHEHHIO MIOJUIEPOBBIX MPOTOKOB, M3 KOTOPHIX Pa3BHBAIOTCS MaTOUYHBIC TPYOHI,
MaTKa, [ielika MaTKh W BEPXHSAA TPeTh Biaraiuiia. [10CKOJIbKY TECTOCTEpOH He BhipabaThIBaeTcH,
NPOMCXOANT perpeccusi BONb(OBBIX MPOTOKOB, a HApPY>KHBIE IIOJIOBBIE OpraHbl (OPMHUPYIOTCS IIO
JKEHCKOMY THITY.

Crnenmyer oTMETHTB, uTO TeH SRY He sIBJIsIeTCS] € IMHCTBEHHBIM (haKTOPOM, OTIPEICIISIONIIM MOJIOBYIO
mudepeHInpoBKy. B Hacrosimiee BpeMsi yCTaHOBJIGHO YywyacThe OOJNBLIOrO 4YHCIa TEHOB,
PETYIMPYIONINX Pa3BUTHE TOHAl H YPOTEHUTAIBHON cHCTeMBI, cpenn KoTopbix SOX9, WT1, NR5AL
(SF1), DHH, MAP3K1, WNT4, RSPO1, FOXL2, NROB1 (DAXI1) u apyrue. MyTanuu 3THX T€HOB
MOTYT MPHBOJIUTH K Pa3IMYHBIM (OpMaM HapylleHWHd (OpMHUPOBAHHS TI0Ja, BKIIOYAS JUCTCHE3UIO
TOHaJ, OBOTECTHKYJsipHBbIE (Gopmbl DSD m HapymieHus pa3BUTHS HapyKHBIX IOJIOBBIX OPTaHOB.
Hanpumep, myranmmu SRY sBisitorest npuanHod mumb 15-20 % cnyvyaeB cunapoma Caaiiepa (46,XY
nojiHasi JucreHesust rouan) [16], 4To CBHAETENBCTBYET O CIOXHOW MHOTO(GAKTOPHOH HpPUPO/Ie
MIPOIIECCOB MOJI0BOH auddepeHIpoBKY.

DopMrpoBaHHE HAPY>KHBIX MOJOBBIX OPraHOB HaYMHAETCs ¢ MHANGepeHTHOM craguu. o 7-8-i
HeJIe SMOPHOHAIIFHOTO Pa3BUTHS HAPYKHBIE TEHUTAINN y 3MOPUOHOB 00OMX TTOJIOB TIPEICTABICHEI
TeHUTAIBHBIM OYTrOpKOM, YpPOT€HHUTAIBHBIMH CKIIAJKAMH W JIA0MOCKPOTAIbHBIMH BO3BBILICHUSIMH.
JanbHeliiee pa3BUTHE ONPEAETAETCS TOPMOHAIBHON cpenoy mioga. IIpu oTcyTcTBHM BO3JEHCTBUS
aHJIPOT€HOB IeHUTANBHBIA OYTOPOK MpeoOpa3yeTcsi B KIUTOP, YPOTCHUTABHBIE CKIAJKH (POPMUPYIOT
MaJible TIOJIOBbIe TYOBbI, JaOHMOCKPOTalNbHBIC BO3BBINICHHUS — OOJNBIIME TIONOBBIE TYOBI, a
YPOTEHUTAIBHBIA CHHYC pa3JessieTcs Ha MOYEHCITyCKaTeIbHBIN KaHal U BIlarajlvle.
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Haunbonee kputuaeckuM nepruoioM (popMUpOBaHHS HAPYKHBIX TIOJIOBBIX OPraHOB cunuTaeTcst 8—12-
s HeqleJw rectaiun. Bo3aelicTBre n30bITKa aHAPOTEHOB IMEHHO B 3TOT NIEPHO.T IPUBOIUT K PA3IMIHON
CTETICHH BUPWIN3AI[MH HAPYKHBIX TEHUTAINH Y 1102 KeHCKoro noja. Hanbomee yacToi mpuanHOM
BHYTPUYTPOOHOW THUIEPAHIPOTCHUU SBISICTCS BPOXKJACHHAS MUCHYHKIMS KOPBI HAJAMOYCYHHKOB
Bciencteue gedunura 21-rmapokcmiasel.  Hapyimmenwe cuHTE3a KOPTH30Ja  COIMPOBOXKIIAETCS
KOMIIEHCATOPHOM TUIEepceKpenell  aJipeHOKOPTUKOTPOITHOTO TOpPMOHA, THIEpIUIa3uel  KOopbl
HAAMOYCYHUKOB ¥ M30BITOYHON MPOMYKIIUEH aHIporeHoB. [loa neficTBHEM aHIPOTEHOB MPOUCXOIUT
YBEJIIMYCHHUE KIIUTOPA, CPALICHHUE MTOJIOBBIX I'y0 Pa3IMYHON CTEIICHH BHIPAXKEHHOCTH U (DOPMUPOBAHUE
YPOTEHUTAIBHOTO CHHYCa HpPU COXPAHEHWH HOPMABHO DPa3BUTHIX BHYTPEHHUX JKEHCKHX ITOJIOBBIX
OpTaHoB.

Takum oOpa3oM, SMOPUOTEHE3 MOJIOBOM CHCTEMBI MPEICTABISICT COOOM CIIOKHBIA TCHETUYCCKU H
TOPMOHAJIPHO pETyIHpPYyeMBlid Tporecc. HapyimeHne SKCpecCHH TEHOB, YYacTBYIONIMX B
nmud dhepeHIrpOBKe TOHA, a TAKKE N3MEHEHNE TOPMOHAIFHOM CPeIbl TUI0/1a B KPUTHIECKHE TTEPHOIBI
SMOPHOHATBHOTO Pa3BUTHS SIBISIOTCSI OCHOBHBIMH MEXaHW3MaMH (POPMUPOBAHUS HApyLICHUH TOJa.
[NoHrMaHuEe MOJIEKYJIIPHBIX U SMOPHOIOTMUECKUX OCHOB ATHX MPOIECCOB MMEET BAXKHOE 3HAUCHHE JIJIS
CBOEBPEMEHHOW JTMAaTHOCTHUKW, OMpPENENCHNUs TaKTUKA XUPYPTUYeCKONH KOPPEKIUH W OICHKH
JOJATOCPOYHBIX PE3yIbTATOB JICUCHHUS IEBOUCK C HAPYLICHUAMH (OPMUPOBAHUS TTOJIA.

Kuaaccunpuxkanusa HOII u anaromnuyecknx GpopM MaCKy IMHUZUPOBAHHBIX HAPYKHBIX
TeHUTAJINH U CIIOCO0bI MX OLIEHKH

BuemHnii BUA HapyKHBIX NOJOBBIX opraHoB Inpu H®DII xapakTepusyercs aHaTOMUYECKOM
BapruaOeIbHOCTHIO B 3aBUCUMOCTH OT CTEIIEHH aHAPOTCHU3aLUH IUI0/1a BO BHYTPUYTPOOHOM NEpUoae U
HaJIMYHEeM YpOTE€HUTAIBHOTO CHHYCA.

Taoauna Ne 1. Knacendpuxanusa HOII

Xpomocomuoe HOII H®II 46XY H®IT 46XX
45,X (curIpOM Hapyuienus pa3Butus suyex: Hapyuienus pa3Butus SMYHUKOB:
[epemieBckoro— * YUCTAasl UCTEHE3NS TUUEK * TUCTE€HEe3Us TOHA
TepHepa u ero * CMEIIIAaHHAs IUCTEHE3Us INYEK * TecTuKyJIsipHOe HDII
BapHUAHTBHI) * perpeccus roHaj (CHHIPOM * oBotecTukysipHoe HOII
47,XXY (cungpom PYIUMEHTAPHBIX SIMUYEK) W30bITOK aHIPOTEHOB:
Knaitngensrepa u ero Hapyiienus 6uocunTe3a 1 * nedext 2 1-ruapoKCHIIa3bl
BapHUAHTBHI) JeHCTBUS aHAPOTCHOB! * nedext 11B-ruapoxcunasbl
45,X/46,XY * nedexr 17p-HSD * necrext POR
46,XX/46,XY * eeKT So-peayKTasbl * perorutanentapuoe HOIT
(cmemanHas * nedext StAR (medpuuuT apomarasbl)
OBOTECTHUKYJISIpHAs * CUHJIPOM PE3UCTEHTHOCTHU K » matepurckoe HOII (siroreoma,
¢dhopma HODIT) aHIpOTeHaM — MOJIHAs U MPUEM JIEKAPCTBEHHBIX

HETOJTHAsT POPMBI MperapaToB)

* nedext perentopa k JII'

* 1eeKT aHTUMIOJIJIEPOBa

ropmona (AMI') wun penenTopa K

AMI'

Ipusedennas mabauya sensiemes knaccugpuxayuer HOII, npunamotit ¢ 2006 . na opeaHu308aHHO
cosmecmno Eeponetickum u Amepuxanckum odwecmsamu 0emcKux 3H00KPUHOIO208 MENCOYHAPOOHOIL
KOHGhepeHyuuU, nocesueHHol npobremam Hapywenul noiosoeo paseumusi [, 8].

CreneHb MAacKyJIMHM3AIMM HAapYKHBIX TEHUTAIUN OMNpeAeNsieTcss BpEeMEHeM Hauajga |
MPOIOIDKUATENBHOCTHIO BO3CHCTBUS aHJPOTCHOB B KPUTUIECKHE TIEPUO,IbI SMOPUOHAIILHOTO PA3BHUTHSL.
Uewm panbllie BO3HUKAECT BHYTPUYTPOOHAS THIIEPAHAPOTECHHSI, TeM 00Jiee BBEIPAKCHHBIMU CTAHOBSITCS
W3MEHEHUS HapY>KHbBIX MOJIOBBIX OPTaHOB.
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JJ1s KTMHIYECKOH OLIEHKHU CTETIEHU BUPWIIM3aluK HanOosiee IUPOKO MPUMEHSIETCs KiaccupuKamms
A. Prader (1954) [17], koTopast ocTaeTcsi MEXIyHAPOAHBIM CTAHIAPTOM IIPH 00CICTIOBAHHUH JICBOYEK C
BJIKH.

BolaensitoT mTh cTeneHel BUPUIIN3aIiN:

— | crerrens — yMepeHHas THIIEPTPOPHsI KIUTOpa MPH HOPMAIHHOM CTPOCHUH OOJBIINX U
MaJIbIX TIOJIOBBIX I'y0, BIIarajifiie U HapyKHOE OTBEPCTHE MOYEHCITYCKAaTEeIbHOTO KaHaa
pacmonoXKeHbl THITMYHO.

— |l crenenp — BBIpakeHHas TUIIEPTPOGUS KIMTOPa, OOJBIIKE MOJIOBBIE TYOBI IPHOOPETAIOT
CKPOTOIIOJOOHBIN BHJI, BXOJ] BO BIIAraJIHIIe CY>KEH.

— 1ll crenenp — yBenmW4eHNE KIUTOPA COYETACTCS C YACTHYHBIM CPaIleHHeM TOJIOBBIX T'Y0;
MOYEHCITyCKaTEeNbHBIN KaHAN U BIIATaINIIe OTKPBIBAIOTCS B OOIINI ypOTeHUTAIBHBINA CHHYC.

— IV cTenenp — BeIpaXeHHAs: MACKYJIMHH3ALUS HAPYKHBIX TeHUTAINH, TIPAKTUIECKH TIOJTHOE
cpaleHne ryOHO-MOIIOHOYHBIX CKIIAI0K, yPOT€HUTAIBHBIA CHHYC HAIIOMUHAET THITOCTIAMYeCKUit
MOYEHCITYCKATEIbHbII KaHal.

— V creneHb — Hapy>KHBIE MOJIOBBIE OPraHbl UMEIOT MY)KCKOM THII CTPOCHUS C
¢dhopMupoBaHueM (hayuroca ¥ MOIIOHKOITOOOHBIX CKIIAIOK IPH OTCYTCTBUU SIMUYEK.

HecMoTpst Ha mimpokoe mpuMeHeHne, Kiaccudukanus Prader orpakaeT HCKITIOYHTEIBHO BHEITHU
BUI HApPYKHBIX TIIOJIOBBIX OpPraHoB W HC I1O3BOJACT OLCHUTH AHATOMHYCCKOE CTPOCHUC
YPOT€HUTAIFHOTO CHHYCA, PACTIOIIOKEHUE BIIAarajnilla OTHOCUTEIHHO MOYEUCITYCKAaTEeIbHOTO KaHAIA 1
0COOCHHOCTH Ta30BOM aHAaTOMHUH, KOTOpPBIE MMEIOT ONpE/eIsIoIiee 3HAUeHHEe MPH BHIOOpE MeToja
XUPYPTHUECKON KOPPEKITUH.

OmHuM W3 BakHEHIMX (DaKTOPOB, ONMPEAEIAIOMINX CIOXKHOCTh PEKOHCTPYKTUBHOM OICpallvy,
SBIICTCS AHATOMHS YpPOT€HUTAIBFHOTO CHHYycCa. B COBpeMEHHOI IeTCKOW ypOIOTHH W XUPYPTUH
HanboJiee pacpoCTPaHEHO pa3elicHUe YPOreHUTAIBHOIO CHHYCa Ha BE OCHOBHBIE (DOPMBI.

Huskuii ypOreHUTaNbHBIN CHHYC XapaKTEPU3yeTCsl PACIIOJIOKEHUEM MECTA COEAMHEHUS YPETPhI U
BJIaTJIMINA HIDKE HAPYXXHOTO ypeTpajbHOro chuHkTepa. Takue GOpMBI OTIMYAIOTCS OTHOCHUTEIHHO
KOPOTKUM O6IIII/IM KaHaJIOM M, KaK IIpaBUJI0, IIO3BOJIAIOT BBIIIOJHUTh PEKOHCTPYKTHUBHYIO OII€palnio C
HCIIOJIb30BAHUEM MCHEC TpaBMAaTUYHBIX METOJUK.

BbIcokHii ypOreHUTAIBHBIA CHHYC ONPENeNeTCs MPU PACIIONIOKESHUH COCIMHEHUS BIIAralvIna U
YPETpBHI BBIIIE HAPYKHOTO CHUHKTEPA MOYEHCITYCKATeIbHOT0 KaHana. [y aHHo# popMbl XapaKTepHEI
JUIMHHBIN 00IIWil KaHall U 0oJiee CI0KHbIE aHATOMHYECKHE B3aMMOOTHOIICHHUSI OPraHOB Majioro Tasa,
9r0 TpeOdyeT NPUMEHEHHS pACIIMPEHHOH MOOWIIM3alMM YpPOTCHUTAIBHOTO CHHYCa WIH APYTUX
CIIOYKHBIX PEKOHCTPYKTUBHBIX BMEIIATEIBCTB.

HeKOTOpLIe aBTOPLI  AOIIOJIHUTECIBHO BBIACITAIOT ypeTpaI[bHBIﬁ u BarMHAJIBHBIM  THUIIBI
YPOTEHHTAILHOTO CHHYCa, OCHOBBIBAsICH Ha JITTMHE OOIET0 KaHaia, TMaMeTpe CHHyca 1 0COOEHHOCTSIX
BHajgeHus: Braranuma. OpHako JaHHAs KiaccHUKAmMs HE MOJIyYwsia CTOIb IIHPOKOTO
pacnpocTpaHeHH s, KaK JIeJIeHHEe Ha BBICOKUH ¥ HU3KHH YPOTCHUTAIBHBIN CHHYC.

B HacTosiiee BpeMsi yCTaHOBIJICHO, YTO JUTSI IOJIHOLIEHHOH MpeIonepannoHHON OIIEHKH TMalueHTOK
C HapyuieHUsMH (OPMHUPOBAHHS TI0JIa HEJOCTATOYHO MCIOJIB30BAHUS TOJIBKO IKajbl Prader.
OnrtuManbHOe TUIAHUPOBAHHE XHPYPIUYECKOro JIeUeHHs] TpeOyeT KOMIUIEKCHOW OLEHKH aHAaTOMHH
Hapy>XHBIX W BHYTPCHHHUX IIOJIOBBIX OpPraHOB C HCIIOJIB30BAHHUEM YJIbTPAa3BYKOBOT'O HCCIICAOBAHUA,
MarHUTHO-PE30HAHCHON TOMOrpadu, dHIOCKOMMYECKUX METOAOB (IIUCTOCKOIMH, BATHHOCKOIIUH) U
reauTorpadun. Takod MOIXOA TO3BOJISIET ONPEIENHUTh JUIMHY YPOTEHHTAJIbHOTO CHHYCA, YPOBEHBb
BIQ/ICHUSI BIIATAJIUIIA, COCTOSTHUE MOUYEHCITYCKAaTEILHOIO KaHalla M BRIOpaTh Hanbosee paroHaIbHYIO
TaKTUKY XUPYPIrHUECKOH KOPPEKLUH.

Takum obOpasom, coBpemennble kinaccupukanun HOII, mkana Prader m omenka anatromuu
YPOTEHUTAIILHOTO CHHYCa SBISIOTCS B3aMMOJOTNOJHSIIOMINMI HHCTPYMEHTAMU AMAarHOCTUKU. Mx
KOMIIJICKCHOC NPUMCHCHHE IT103BOJIACT 00BEKTUBHO OLCHUTH CTCIICHb MACKYJIMHU3AIIUN HAPYXHBIX
MIOJIOBBIX OPTaHOB, ONPENEINTh AHATOMUYECKUI BapHUaHT [TOPOKA Pa3BUTHS U BHIOPATh ONTHMAIIbHBIN
00BbEM PEKOHCTPYKTHBHOIO XHUPYPTUYECKOT0 BMEILIATENbCTBA, YTO MMEET pElIalollee 3HAYCHUE IS
JOCTHXXCHUSA 6.HaI‘OHpI/I$ITHBIX q)yHKHI/IOHaHI)HBIX N KOCMETUYCCKUX PE3YJILTATOB JICUCHHS.
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JlnarHocTuyeckas MaAaHIHAOCKONMUS M PEKOHCTPYKIUS YPOT€HUTATBHOI0 CHHYCA: CPOKH
NpoBeeHUsl M COBPeMeHHbIe Coco0bl XUPYPIHYeCKOH KOppeKuuu

OpHUM U3 KIIIOYEBBIX ATANlOB 00CIEIOBAaHMUS AEBOYCK C HAapyLICHUSMH (GOPMHUPOBAHHS I0JIA
SBJISIETCSl KOMIUIEKCHAs SHIOCKONMHUYECKasl OLIEHKAa aHATOMUHU HIKHUX MOYEBBIX NMYTEH U IMOJIOBBIX
opraHoB. HecMmOoTpss Ha HIIMPOKOE BHEAPEHHE YIBTPa3BYKOBOTO MCCIENOBAaHUS M MAarHUTHO-
pe3oHaHCHOM ToMorpaduy, HMEHHO JAMAarHOCTUYECKAasl IAaH3HIOCKONHUS OCTAETCS  «30J0THIM
CTaHJapTOM» B ONpEACIEHUN aHATOMHUYECKOIO CTPOEHHUS YpOTEHUTAIBHOTO CHHYCa, JOKaJIU3aLUU
yCThsl BJarajiuing, UIMHBI OOIIero KaHajla M B3aMMOOTHOIICHHH MEXIy MOYEHCITYCKaTeIbHBIM
KaHaJioM U BiaranumeM. [lomydennas nadopmanys UMeeT peraroliee 3HaueHue Ipyu BEIOoOpe MeToa
PEKOHCTPYKTHBHOTO XUPYPTUUYECKOI O JICUCHHS.

Ilon TepMHUHOM JMArHOCTHYECKas IMAHAHAOCKONMS IOHHMMAIOT KOMILIEKC SHAOCKOMMYECKUX
UCCJICOBAHNMN, BKIIOYAIOIIUN IUCTOCKOIMIO, YPETPOCKONHUIO, BarMHOCKOIIHIO W CHHYCOCKOIHIO.
BeInonHeHne nccaen0Banys MO3BONISIET HEMOCPEACTBEHHO BU3YaIN3UPOBaTh BHYTPEHHIOK aHATOMUIO
YPOTEHUTAIILHOTO CHHYCA, OTIPEICIUTh MECTO BIIAJICHUS BIIarajinila, OLEHNUTH JJIHHY OOIIEero KaHaja,
COCTOSTHHE IIEHKH MOYEBOTO ITy3bIpsl, MOUEHCITYCKAaTEIbHOIO KaHasla, Bjaraiuiia u meiku Matku. [pu
HEOOXOIUMOCTH HCCIIEAOBAaHUE COYETAIOT C PETPOrpagHod TeHuTorpaduel, KOTopas YTOYHSET
MIPOCTPAHCTBEHHBIE B3aUMOOTHOIIIEHHS OPTaHOB MaJIOro Ta3a.

[MaH3HIOCKONHUS  BBINOJHICTCS IOA OOMmIeH aHecTe3Weld W, Kak MPaBWIO, TMPOBOTUTCS
HETIOCPEACTBCHHO TMepel PEKOHCTPYKTUBHOW omepanued Jmb0 BO BpeMs IEPBOro 3Tama
XUPYPrU4ecKOro JieueHUs. B  OTHenpHBIX Cioydasx HCCICHIOBAaHWE MOXET OBITh BBIIOJIHEHO
CaMOCTOSITETIbHO TNPU HAJIMYUM COMHEHUH B aHATOMHYECKOM BapHaHTE IOPOKAa Ppa3BUTUSA WIIH
HECOOTBETCTBHH KIMHUYECKOW KAPTHHBI TaHHBIM JIY4E€BBIX METOJOB TUarHOCTHKH.

OCHOBHBIMH NMOKa3aHHUAMHU K MPOBEACHHUIO TUATHOCTUYECKON MaHIHIOCKOINY SBIISIOTCS HAJIHYHUE
YPOTEHHTAILHOTO CHHYCA, BEIpaYKEHHAsI BUPUIIU3AIMS HAPY>KHBIX TIOJOBBIX OPTraHOB, HEOOXOAMMOCTh
YTOYHEHHS YypPOBHS  BMAJCHUS  Blarajuina, IUJIAHUPOBAaHME BarvMHOIUIACTHKH, ITOBTOPHBIE
PEKOHCTPYKTHBHBIE ONEPALNH, a TAK)KE HEYIOBICTBOPUTENBHBIE PE3yNbTaThl PAHEE BBIMOIHEHHBIX
BMEIIATEIbCTB.

Bompoc BbIOOpa ONTUMABHOTO BO3pAcTa /sl PEKOHCTPYKTHBHOM XUPYPTHU OCTAETCS TIPEMETOM
Hay4yHOU JuCKyccuu. McTopuueckn OOJBIIMHCTBO ONEpaluii BBITIOIHSIIOCH B BO3pacte oT 6 jo 24
MECSILIEB, MOCKOJIBKY CUHTAJIOCh, YTO PaHHsIS KOPPEKLUHUS CHOCOOCTBYET (POPMUPOBAHMIO >KEHCKON
TeHJICPHON WICHTHYHOCTH, YMEHBIIAET IICHXOJIOTUYECKYI0O HArpy3Ky Ha CeMbI0 U oOecredynBaeT
JMy4lllie KOCMETHUYECKHE pe3ysbTaThl. KpoMe Toro, y JeTed paHHEro Bo3pacTa TKaHU OTIIMYAOTCS
BBICOKOW 3JIaCTUYHOCTBIO, XOPOIIMM KPOBOCHAOKEHHEM W BBIPAXKEHHBIMH pEreHEpaTOPHBIMU
BO3MOKHOCTSIMH, YTO NMOTEHIIMATBHO CHIKAET PUCK PyOIIOBBIX OCIOKHEHUH.

B mocnennue rofpl OTHOLIEHHE K CPOKAM XMPYPTUYECKOTO JIEYEHHS CYIIECTBEHHO M3MEHHIIOCH.
MexayHapoaHble PEeKOMEHAALUUHN IOJAYEPKUBAIOT HEOOXOIMMOCTh HMHIMBHIYAIBHOIO IOIX0/Aa C
00s13aTeNbHBIM  yYacTHEM MYJIBTHIMCUMIUIMHAPHOW KOMaH[bl, BKJIIOYAIOIIEH JETCKOTO XHUPYpra,
JICTCKOTO ypoJIora, SHIOKPHHOJIOra, THHEKOJIOra, TeHeTHKa, aHecTe3nosiora u rncuxosora [18]. Tlpu
OTCYTCTBHH MEIUIMHCKUX MOKA3aHUH K HEOTJIOKHOM ONepaluyi HEKOTOPBIE SKCIEPTHl PEKOMEHTYIOT
OTJIOKUTh PEKOHCTPYKTUBHOE BMEIIATENBCTBO 10 BO3PAcTa, KOTJa MallMeHTKa CMOYKET yJ4acTBOBATh B
MPUHATHU PEIICHHsS OTHOCHUTENBHO JIeYeHHsA. B To ke BpeMs NpH HAIWYAHA BBIPAXKEHHOTO
YPOTEHHUTAILHOTO CHHYCA, HAPYIIIEHUI MOYEUCITYCKaHHs1, IIOBTOPHBIX MH(EKIINIT MOYEBBIX ITyTEeH W
MEHCTPYaJIbHON OOCTPYKLMH XUPYPrHUECKOE JIeUeHHE IPOBOANTCS] HE3aBUCHMO OT BO3pacTa.

Breibop Merona pEeKOHCTPYKIMH ONpEAeNseTcss aHATOMHYECKUM BapHaHTOM YpPOTE€HHTAIBHOTO
CHHYCAa, JUIMHOW 00IIero KaHaja, ypOBHEM BIaJICHUS BIIArIMIIA U CTENICHBIO BUPMITU3AIMY HAPYKHBIX
MOJIOBBIX OPraHOB.

[Ipy HHM3KOM YpOTEHHTAIbHOM CHHycCE€ HaumOoJiee 4YacTo NPUMEHSIOTCS OrpaHHUuYeHHAs
WHTPOUTOIUIACTHKA, YACTHYHAS MOOWIIHM3AINS YPOT€HUTAIBHOTO CHHYCA WM Pa3jIMYHbIE BapHaHTHI
MEPUHEANbHON BarvMHOIUIACTHUKU. OTH METOJUKH IO3BOJISAIOT COXPaHUTh HOPMAaJbHYIO AHATOMMIO
MOYEHCITyCKaTeJIbHOT0 KaHajla M 00ecneyuTs (POPMUPOBAHHE CAMOCTOSTEIBHOIO BXOAa BO BJlarajuiie
MIPY MUHUMAJIbHOM TPaBMAaTH3allMU TKaHEH.

IIpm BBICOKOM YypOTEHHTAIHHOM CHHYCE HCIIONB3YIOTCS OOJiee CIIOKHBIE PEKOHCTPYKTHBHBIE
BMeInaTenbcTBa. Hambojee mMpoKoe pacnpocTpaHEHHE IMONydHuia TOTajbHAs YpOTeHUTAIbHAs
mobmmmzars  (Total Urogenital Mobilization, TUM), mnpemnoxennas Pefia [19]. Meronuka
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npeaycMaTpruBacT MOOMITH3ALUIO OOILET0 YPOTCHUTAIBHOTO KaHalla eIMHBIM OJIOKOM C MOCIICAYOIIIM
HepeMEILICHUEM BIIarajIvila B IPOMEKHOCTh 0€3 pa3/esieHus Baaraiuina u yperpsl. [IpenmyiiectBamu
JIAHHOTO METO/a SIBIISIFOTCS XOpOLIasi BH3yaln3alusi aHATOMHYECKHX CTPYKTYp, YMEHBIICHHE PUCKa
HOBPEXK/JICHUSI MOYCHCITYCKATEIbHOIO KaHajla M BO3MOXKHOCTH BBINOJHEHUSI PEKOHCTPYKIIMU 4Yepes3
MIPOMEKHOCTHBIA JOCTYII.

B psazge ciyuaeB NMpUMEHSETCS YacTH4Has yporeHutanbHas moOwmmmsanus (Partial Urogenital
Mobilization, PUM) [20], mo3Bositomasi orpaHuYuTh 00bEM JUCCEKIIUU MTPU OTHOCUTEIBHO KOPOTKOM
obmem kaHaine. [Ipy OYeHb BBICOKOM pACIOJIOKCHHUH BJIAarajlviia MOXET MNOTPeOOBaThCs
KOMOWHUPOBAHHBII MPOMEKHOCTHO-a0JOMUHATBHBIA WM JTaHapOCKOMUYECKH aCCHCTHPOBAHHBIN
JOCTYII.

Heorpemnemold 4acThto (PEMHHU3UPYIOIMIEH TE€HUTOIUIACTUKU SBISCTCS  KIMTOPOILIACTHKA.
CoBpeMeHHbIC METOJbl OCHOBAHBl Ha IPHHIMUIAX COXPAHEHHS COCYAUCTO-HEPBHOTO IydKa H
MaKCHMaJIbHOT'O COXPAHEHHMSI YyBCTBUTEIILHOCTH KiuTopa [21]. B HacTosimiee BpeMsi OTKa3aluch OT
paHee TPUMEHSBIICHCS KIMTOPIKTOMHUH, TMOCKOJIBKY OHA COIMPOBOXKIAJIACh HEOOpATUMOI yTpaToii
CEeKCyaJIbHOW (PYHKIIMH U HE COOTBETCTBYET COBPEMEHHBIM STHYCCKUM HPUHIIUIIAM.

[lpy HEOOXOAMMOCTH OJHOBPEMEHHO BBINMOJHSIOT JIAOMOIUIACTUKY, HAMpPABICHHYIO Ha
BOCCTAHOBJICHHE aHATOMUHM OOJBIIMX W MajbIX IOJOBBIX Ty0 W YIyYlIEHHE KOCMETHYECKOrO
pe3yJbTara.

OCHOBHBIMH KpUTEpUsIMH () (HEKTUBHOCTH PEKOHCTPYKTUBHOT'O JICUCHUS SIBISIFOTCS JOPMUPOBAHHUE
pa3lenbHBIX HapyXKHBIX OTBEPCTUI MOYEHCITYCKATEeJIbHOIO KaHajla W BJarajiuiia, OTCYTCTBHE
HapYIICHUHA MOYEUCITyCKaHHs, COXPAHCHUE YJICP)KaHWS MOYH, JOCTATOYHBIH THAMETp BIAraiuiia,
yIOBIICTBOPUTEIBHBII KOCMETHYECCKHIA PEe3yJIbTaT U COXPAHEHHE CEKCYalIbHOU (DYHKIUH B OTJaJICHHOM
HepHoe.

HecMmoTpss Ha 3HAauYMTENBbHBIM TIPOTpecc PEKOHCTPYKTHUBHON XHPYPTHH, BOIPOCH BBIOOpA
ONTHMAJILHOTO BO3pacTa Omepanuy, 00beMa MOOWIM3AaLUH YPOTCHUTAIbHOTO CHHYCA W OLICHKH
JOJITOCPOYHBIX  (DYHKIMOHAIBHBIX PE3yJbTaTOB OCTAIOTCS TPEIMETOM AaKTHUBHBIX HAyYHBIX
uccieoBanuil. IMEHHO TO3TOMY JIeTallbHOE MPEIOIepalioHHoe 00CIeI0BaHHEe C MCIIOIb30BaHUEM
JIMAarHOCTHYECKOW MaHJHIOCKONUN ¥ WHIMBUAYaJIbHbI BBIOOD METOJAa PEKOHCTPYKIIUHU SIBIISIOTCS
BOKHEWIIMMH  YCIOBHSMH YCIICITHOTO XHPYPIHYECKOTO JICUYCHMS JIEBOYEK C HAPYIICHUSMH
(dopMupoBaHus 1O,

3akouenne

IIpoBeneHHBI aHaNM3 COBPEMEHHOW JIMTEPATypbl JEMOHCTPUPYET, YTO, HECMOTps Ha
3HAYUTENBFHBIN MPOrpecc B TOHUMAaHUHN SMOPHOIOTHYECKUX U TEHETHIECKUX MEXaHU3MOB HapylIeHUH
¢dopMHpOBaHHUs TOJa, a TAaKKE COBEPIICHCTBOBAHWE METOJOB JHWArHOCTUKH W XHUPYPrUYECKOH
KOPpPEKLUM, MHOTHE BOIPOCHI OCTAKOTCS HepelmeHHbIMU. OTCYTCTBYET €OUHBIA NMOAXOX K CpOKaMm
npoBelieHHss (EeMUHU3UPYIONEH TeHUTOIIACTUKH, HEJOCTATOYHO CTaHJAPTHU3UPOBAHBI KPUTEPUHU
OLICHKM aHAaTOMHH YPOTEHHTAIBHOTO CHHYyCa, a JaHHble 00 OTHAJCHHBIX (YHKIMOHAIBHBIX W
KOCMETHUYECKUX  pe3ysIbTaTaX XUPYPrHYECKOrO JIEYEHHMs] HOCAT PAa3pO3HEHHBIH UM 9acTo
IIPOTUBOPEYMBBIN XapaKTep.

B cBs3m ¢ 3TUM MpencTaBiseTcss HEOOXOIWMBIM MPOBEACHHE TIIATEIHHOTO, METOJ0JIOTHYECKH
000CHOBAHHOTO HCCIICIOBaHMS, BKIIIOYAIOUIETO KOMIUIEKCHYIO OLEHKY aHaTOMHYEeCKHX (HopMm
HapylmeHnd (OpPMHPOBaHHA I10Jla, CTAHIAPTHU3UPOBAHHBIA aHA M3 PE3yJbTaTOB JUATHOCTHYECKOM
MAHPH/IOCKOIINU M XUPYPTHUECKOT0 JISYeHHUS, a TAKXKE UTUTEIHHOE KaTAMHECTHYECKOE HaOII0IeHUE 32
MalUeHTKaMH B OTJAJCHHOM IIOCJIEONEpPAl[MOHHOM TIepuoae. Takoe HCCeOoBaHUE TO3BOJIUT
pa3paboTarh ONTUMAJIBHBIA aJIrOPUTM JWMArHOCTHKM W WHAWBUAYAIU3UPOBAHHYIO TaKTHKY
XUPYPTUYECKOW KOPPEKIUH Y JIEBOYEK C BPOXKICHHOW NUCPYHKIUEH KOPBI HAJMOYEYHHKOB, YTO, B
CBOIO ouepenb, OyleT CHocoOCTBOBATh YIYYIICHWIO (QYHKIMOHAIBHBIX, KOCMETHYECKUX U
TICUXOCOLMANBHBIX PE3Y/IbTATOB JICUEHNS JAHHOHN KaTeropuy MaueHToK.
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	Jigarning exinokokkozi, ayniqsa endemik mintaqalarda jiddiy tibbiy muammodir. Mexanik sariqlik rivojlanishi bilan oʼt yoʼllariga kistaning kirib borishi kabi kasallikning asoratlari bemorlarning 10-30% uchraydi va kasallikning klinik kechishini sezila...
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	Наблюдались и лёгкие формы заболевания, которые обусловлены небольшим перфоративным отверстием и сохранностью хитиновой оболочки паразита. В этих случаях присутствует только перицистобилиарный свищ, который является наиболее распространённой формой ци...
	Патологоанатомически процесс формирования свища проходит три стадии: 1) эрозивная, 2) стадия разрыва и 3) полная фистула. По мере роста паразита происходит увеличение всех компонентов кисты, что приводит к повышению внутрикистозного давления и растяже...
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