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Abstract

Congenital adrenal hyperplasia - congenital disease the cause of which is a genetic defect in the enzymes involved in the
synthesis of corticosteroids, and transport proteins leading to hyperandrogenism and is accompanied by abnormalities of internal
and external genitalia of girls (virilization). It occurs with a frequency according to the different sources from 1: 5000 to 1: 67000.

The article is devoted to the clinical case of reconstructive surgery on the genitals of the girl with impaired formation of sex,
namely with congenital adrenal hyperplasia.

Keywords: congenital dysfunction of the adrenal cortex - clitorisplasty - Vaginoplasty - congenital adrenal hyperplasia.

J Clin Med Kaz 2016; 3(41):27-29  doi: 10.23950/1812-2892-2016-3-27-29

ABTOp nas koppecnonaennun: JKapacos Jlayner AmaHaeBHY, Bpad ypOJOr-aHIPOJIOr AETCKOro oTaencHust yponornn ®uimana KoproparnsHoro ¢onna
«University Medical Center», HarnoHaapHbIH Hay4qHBIH LIEHTP MaTepuHCTBA U AeTcTBa. Anpec: Acrana, npocrnekt Typan 32. Ten.:+77054504747.

E-mail: daulet.zharasov@mail.ru.
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TyXblpbiMaama

Byvipek ycTi 6e3iHiH Tya O6iTkeH AUCKHYHKUMSACHI — KOPTUKOCTEPOMATApP MeH TacbiMangaylibl akybl3dapAblH CUHTe3iHe KaTblcaTbiH
epMeHTTEPAIH reHeTukanblk akayblHaH 6onaTbiH Tya 6iTkeH aypy. Byn aypy runepaHaporeHusiFa anbin Kenin, Kbi3 6ananapablH iLKi )XaHe CbIpTKbI
XbIHbIC MYLLENEPiHIH AaMy Gy3binbicbiMEH cvnaTTanagel. Op Typni agebueT ke3aepiHiH ManiMeTi 6oMbIHLLIA aTanMbILL NaTONOrMSHbIH KE3AECY XUIniri
1:5000 paH 1:670004emiH kepceTineai.

MakanaxbIHbIC MyLUenepiHiH AaMyblHbIH By3binybl, OHbIH iWiHAe Gyirpek ycTi 6esiHiH Tya 6iTkeH AncdyHkumsckl 6ap Kbi3 Ganara xacanfaH
PEKOHCTPYKTUBTI-XUPYPIUATBIK OTa KINMHUKaNbIK XXaFdanblH apHanfaH. MacernenepiHe apHanfaH.

MaHbI3ab1 ce3pep: Gyiipek ycTi 6e3iHiH Tya biTkeH AUCHhYHKLUMSCH — KNMTOpONacTka — BarMHoMnacTuka - agpeHoreHuTangbl CUHAPOM.

PEKOHCTPYKTHUBHO-IVIACTUYECKA S ONEPAILIMAS ITPU BPOXKJIEHHOM IUCOYHKIIAA KOPHI HA/IMIOYEYHUKOB Y
JEBOYKHN
Kapacos I.A.

Koprnoparusasiii poun «University Medical Center», HarmoHambHbIH HayqHBIH HEHTP MaTepPHHCTBA M ICTCTBA, OTAEH yponoruu,Actana, Kazaxcran

Pe3tome

BpoxaeHHas ancdyHKLMS Kopbl HAANMOYEYHUKOB - BpOXAEHHasi 3aboneBaHne NPUYMHON KOTOPOW ABMSIETCH FrEHETUYECKUI AedeKT (hEPMEHTOB,
NPUHUMALOLLUX yYacTue B CUHTE3E KOPTUKOCTEPOMAOB, U TPAHCMOPTHLIX 6EMKOB YTO MPMBOAMUT K MMNepaHapOreHMn 1 ConpoBoXaAaeTcs aHoManusmm
pa3BUTUS BHYTPEHHUX U HaPYXHbIX MOMOBbLIX OPraHOB AeBOYeEK (BMpunusaumeit). Bctpevaetcs ¢ 4acToTon No AaHHbIM pasnmnyHbIX MCTOYHUKOB OT
1:5000 po 1:67000.

CraTbs NocBsiLeHa KMMHUYECKOMY Cryvato MPOBeAEHNSI PEKOHCTPYKTUBHOIO XMPYPrYecKoro BMeLLaTenbCTBa Ha MNOMOBbIX OpraHax y AeBOYKM
C HapyLLeHUsMU hOPMUPOBaHMUS Mora, @ UMEHHO C BPOXAEHHOW ANCHYHKLMM KOPbl HaAMOYEYHNKOB.

KniouyeBble cnoBa: BpoxaeHHas ANCHYHKLMS KOpbl HaAMOYEYHUKOB — KITMTOPOMacTUka — BarMHOMNMacTuka - adpeHoreHnTanbHbIi CUHAPOM.
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BBeneHwue

BpoxaenHass AMCOYHKIMS KOpPBI  HAJIIOYEYHUKOB -
BpOXK/ICHHAs 3a00JieBaHME NPUYUHON KOTOPOH  SIBIISIETCS
reHeTnyeckuii aedext (epMEHTOB, NPUHUMAIOLIMX Yy4acTHe
B CHHTE3€¢ KOPTHKOCTEPOUIOB, U TPAHCIIOPTHBIX OCJIKOB 4TO
MPUBOJUT K TUIIEPAHIPOT€HUH U COTPOBOXKAAETCS aHOMAIUIMHU
pa3BUTHS  BHYTPEHHMX M HapY>KHBIX IIOJIOBBIX OPTaHOB
JleBoueK (BupuIn3anueii). Bctpeyaercst ¢ 4acTOTON MO TaHHBIM
pasnIugHbIX UCTOUYHUKOB OT 1:5000710 1:67000 [1-7].

B npaktuke AeTCKoro yposora aHApoJora 3TH JIeTH
BCTPEYAIOTCS B IOCIEAHEE BpeMs BCE Halle M Haie T.K. y
JAHHOTO KOHTHMHIEHTa [EBOYEK BO3HUKACT HEOOXOANMOCTh
XUPYPTUYECKON KOPPEKIIUH BHYTPECHHUX U HAPY>KHBIX MOJIOBBIX
OpraHoB TO KEHCKoMy Tumy. Mmenmch ciaydam, korma K
HaM OoOpallaiuch JETH CTPAAAIOIINX aJApPCHOTCHUTAIbHBIM
CHHJIPOMOM C  HEMPaBUJIBHO PaHHEE MPUCBOCHHBIM IOJOM C
LEJIBI0 KOPPEKITUH TUITOCTIaTUH.

[TepBOnpUYNHO# OONIE3HU SIBISIETCS FTeHETUYECKHUIT IeeKT
(hepMEeHTOB, y4aCTBYIOILUX B CHHTE3€ KOPTUKOCTEPOHIOB, UMEET
ayTOCOMHO-PEILIECCUBHBII THII HAacJIeJOBAaHUS W TPH aHAIN3E
CEeMEMHOro aHaMHe3a MOXKHO TIPOCIEAUTh OTATOIIEHHOCTh
nociuenHero 4ro cocrtaBuser 25% [4]. Ilpm  nmaHHOM
3aboneBanuu umeercs: aeduuut 21-rugpokcunassl (B 90 %),
3-B-neruaporeHassl, 11- B -ruapokcunassl, 1 7-0-TuapOKCHIa3bl,
18-ruapokcuiaspl, MPErHeHOJIOHCUHTETAa3bl (ecMonasbl) [2,4].
BcenenctBue uero ormedaercss CHWKEHHE YPOBHS KOPTH30I1a
M 1O TMPUHIMIY OOpaTHOM CBS3M, MOBBIIIACTCICUHTES
KOPTUKOTPOIIMHA YTO B CBOIO OY€PE/Ih MPUBOIUT K TUTIEPILIA3UU
HA/MOYEYHUKOB M MOBBIIIEHHOMY OOpPa30BaHMIO aHAPOTCHOB
U BIMSHHE TIOCIHETHUX Ha HeNpaBwibHOE (OPMUPOBAHHE
MOJIOBBIX OPTraHOB Yy JCBOUEK.

OnucaHue KNUHNUYECKOro cny4yas

[ManuenTka »keHCKoro mnoina, Bo3pact 2 roga. [loctynuna
C KIMHUYECKUM JMarHo30M AHOMAaMsl Pa3BUTHS Hapy»KHbBIX
TIOJIOBBIX OPraHoB. YPOTEHWTAIBHBIN cuHyc. [umeprpodus
kiropa. Q56.2 Pradorlll. Bpoknennass mucyHKIMST KOpbI
Ha/IMOYEYHHKOB, coJybTepsiomas (opma, MeanKaMeHTO3Has
KOMIICHCAIIUS».

[ManuenTka C poXJaeHHsS MOdy4ala 3aMECTUTENIBHYIO
TOPMOHAJIBHYIO ~ Tepanuio, Ha  (OHE  IPOBOIUMOTO
TOPMOHAJILHOTO JICYCHUSI COCTOSHHE peOCHKa B JUHAMHKE
YAy4IIMIOCh — COJIBTEPSIIOIINA CHHAPOM KymnuposaH. [lpm
MOCTYIUICHUHN B CTallMOHap 00IIee COCTOSHUE peOeHKa CpetHer
TSDKECTH 3a CUYET OCHOBHOTO 3a00JI€BaHMSI.

JlokanbHBIM cTaTyc:MOuYa OTXOAUT 4Yepe3 OTBEpPCTUE
MOYEHCITYCKATEIbHOIO KaHalla, paclojlararolieecs Ha ypOBHE
BBIIE IPOMEKHOCTH. TKAHM MPOMEKHOCTH BHU3yallbHO
HallOMHUHAIOT MYXXCKOH THIT - OOJbBIIME IIOJOBBIC TyOBI
c(OopMHUpPOBaHBI B BHAE pacueruieHHoH MomoHkH. Kimrop
rUnepTpodupoBaH, MOKPHIT KOKEW KpallHEeW IUIOTH, pa3Mepsl
mmuHOM 110 3,0 oM, ToiamuHoM A0 2,0 ¢M; MO HIDKHEH CTEHKE
OTIpEeAEIAeTCsI AUCIUIACTHYECKasl ypeTpalibHast MIIaCTHHKA.

JlanHOMy peOeHKy B IUIAHOBOM TIOpSAKE TOCHe
MpeJONEepPaUOHHON TOPMOHAIBHOM MOATOTOBKH IPOBEJECHA
OZJHOMOMEHTHasi ~ BarMHO  KJIHMTOPO  JIa0MOIIACTHKA MO
MeTonuKe, paspadoranHoi Joan L. Pippi Salle [6,7] cyts
TIPOBEICHHOM OIEpaIy 3aKII0YaeTcsl B pa3oOIIeHNH YPETphI
W BJarajuiia ¥ IUIACTUKOW KJINTOpa MPU KOTOPOW B OTIMYUH
OT KJIUTOPOIKTOMHH (UTO YACTO MPOBOAMIM B TMPOIIIOM)
[7] coxpansieTcss ronoBKa M KaBEPHO3HBIE Telda YTO B CBOIO

odepeb He MPUBOIUT K TTOTEPE Ka4eCTBA CEKCYAIbHON KU3HU
B Oymymem [6,7]. IIpenBopurenpHO peOCHKY IIpOBEACHA
JMAarHOCTUYECKasl CHHYCOCKOIUS JUIsI ONPENeNICHHS [UTMHHBI
BJIArajIMINa, JUIMHY YPOT€HUTAIBHOTO CHHYCA U JUINHY YPETPBIL.
YTO COCTaBWIIO 2,5 cM., 3,5 cm. 2,0 cM. cooTBeTCTBeHHO. [lanee
MPOBEICHA Pa3AeibHas KaTeTePH3ALsl BIATAININA U YPETPHI C
HCTIONIb30BaHNEM ypeTpanbHOro Karetep domest Ne6.

[Monoxxenue pebeHKa Ha KUBOTE. [IpOU3BECH TOCITONHBII
MPOZONIBHBIA  pa3pe3 Ha IPOMEXKHOCTH C HapyLIEHHEM
LEJIOCTHOCTH aHAIBHOTO C(UHKTEpA, OCTPO M TYIO pasJelicHa
KOMMYHHKAIHS MEXIy BIarajHIleM U ypeTpoi (co ClIoB aBTopa
Juisi 0oJiee YCHEUIHOTO BBITIONHEHUS! JAaHHOW MaHUITYIISINH
pebeHKy TpeOyeTcsi B TEUEHHH HECKOJIBKHX MECSIEB Iepes
IUIAHUPYEMOW ollepalueil MecTHO, Ha o00nacTb OONMBIINX
TIOJIOBBIX TYO, MPUMEHSATh Ma3b C COJEpPKaHHEM ACTPOTCHOB,
YTO CIIOCOOCTBYET YBEIWYEHHIO TOJIIIMHBI CTCHKH Biarajuiia
u o0nerdaer AaHHYIO MAaHUIY/SIIuio). Jlajgee BBINOIHEHO
pasnenbHOe HU3BECHUE BiIarajiuina M yperpsl. LlemocTHOCTD
AQHAJIBHOTO C(PUHKTEPA BOCCTAHOBIICHA.

[Tonoxxenne pedenka Ha crnmHe. [locne nexyraHu3anyn
TeJa, TOJI0OBKa THIIEPTPO(GUPOBAHHOTO KINTOPA U €€ COCYANCTO-
HEPBHBIX ITyYKOB OTCEKAIOT OT KaBEPHO3HBIX TeN, KOTOpBIC
pa3nensioTess APYr OT Apyra ¢ MOCIEIYIOMHM To(GpUpyIONM
NPOINMBAHUEM  HEMPEPHIBHBIM  IIBOM 10  MEAHAIbHOU
MOBEPXHOCTH YEM JIOCTUTACTCS M3THO TOCIETHUX KHYTPHU
M BHHU3 B BHJIC KPIOYKA YTO XOPOIIO BUIHO TPH IPOBEICHUN
MHTPAOTIEPAOHHO,9PEKTHIBHOTO TECTHPOBAHUSL, JajIee
TIOCIIEIHUE TIPOBOJATCA B ChOPMHUPOBAHHBIN TOHHETH C 00EHX
CTOPOH B TOJBINE OONBIINX IOJOBEIX I'y0. (rodpupoBaHHE CO
CJIOB aBTOPAa METOJHMKH, HEOOXOAMMO Ui MpPO(MIaKTHKH HE
€CTECTBEHHOTO BBIIISTYNBAHMS BO BPEMS ITOJIOBOTO BO30YKICHUS )
[7]. TomoBku rumerpodupoBaHHOIO KIMTOpPa YMEHBIIAETCS
MIOBEPXHOCTHBIM HCCEUEHHS €€ SMUTENHs W TOAIIMBACTCA K
JOOKOBOW CKJIaJKE MAaJIBIX TIOJIOBBIX TYO (opMHpyIOmUXCs
¢ mperyuus. B 3akiIio4eHHM TPOBOAWTHCS MHATOIUIACTHKA,
HaJIO)KEHHUE KOKHO-BIIArAJIMIIIHOTO AaHACTOMO3a C KOMITEHCAITEH
MUMeBIIerocs AeUIMTA UTMHBI BIIATANNING, HPEIBapUTEIBHO
BBIKDOGHHBIM Ha HAdaJIbHOMATAle MEepHaHAIbHBIM JOCKYTOM.
JlabnonacTika TPON3BOANTHCS MECTHBIMH TKAHSIMH.

[MocneonepaiioHHBIH eproz MIpOTEeKal 6e3
ocobeHHocTeil. Henmepxanme Mounm M Kajla HE OTMEYANIOCh.
[TocneonepalioHHBIE paHbl 32KWIN NIEPBUYHBIM HAaTSHKCHHUEM,
yepe3 MeCSI] TOCIIe MTPOBEACHHON yKa3aHHON PEKOHCTPYKTHBHO-
IUIACTUYECKON  ONepalyy, JaHHOMY pPEOEHKY IPOBEACHO
Oy>XMpoBaHNE BIarajguia 6e3 Kakux - JJM00 OCIOKHEHHH.

O6cyxaeHue

B nmamHOe Bpems NpH aIpEeHOTCHUTAIBHOM CHHAPOME
HET €AMHOTO MHEHHS B OTHOIICHHM OJHOATAITHOW WU
JIBYX3TAITHOM KOPPEKIMU MOJIOBBIX OpraHax (KJIHUTOparIacTHKU
B JIETCKOM BO3pPAacTe U IUTACTUKH BIATaJIMINA U yPETPHI B IEPHOST
MOJIOBOTO CO3pEBaHMsI). B YacTHOCTH, MPOTUKTOBAHO 3TO
HEOOXOIUMOCTRIO OyKHPOBAHHSI BIIArAJIHIIIA B LETISIX MPO(IIAKTHKI
CTEHO3, YTO B ICTCKOM BO3PACTE COMPOBOXKAACTCS STHUCCKUMHU
TPYIHOCTSIMH, YYUTHIBAsI YIOMSHYTO€, MHOTHE MPEIAMOYUTAIOT
MIPOBE/ICHIE BarvHOIUIACTHKH B Ooyiee cTapiieM Bo3pacte,
KEJIaTeIbHO Mepe] HadyaIoOM MOJIOBOH KU3HU.

JlanHasi oniepanust ycTpaHseT KOCMETHUECKUi 1e(eKT, aet
IIaHC O0O0paTHOM MacKyJIaHU3UPYIOIIEH PEKOHCTPYKLIUH €CIH
MaryeHT OyIy4Yd y)Ke COBEPIICHHOJETHHM 3aX04YeT M3MEHUTh
MOJ1. (UTO HE UCKIIIOYAETCS C BOZMOXKHBIM CJICICTBHEM BIMSHUS
BBICOKOTO YPOBHS TECTOCTEPOHA C BHYTPUYTPOOHOTO TepHo/ia Ha
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rosioBHOM Mo3r) [7]. Ilo HameMy MHEHHIO, (PEMHUHU3UPYIOIINE
omepanyd B paHHEM JIETCKOM BO3pacTe MPUOPHUTETHBI
10 (hopMUpOBaHUS TMOJOBOW CaMOMICHTU(HUKAIMK, YTO
0J1aronpHsTHO CKa3bIBACTCSl HA TICUXOJIOTHYECKOM 3/10POBbE B
I[EJIOM KaK peOeHKa, TaK U POTUTEICH.
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