76 MATEPUAADI VI PopymMma AETCKMX Xmpypros Poccum
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Beegenne. Hapymenne popmuposanns nona (Disorders of Sex Development, DSD) BcTpevaet-
cs ¢ yacToron 1 cimyvait Ha 4500 >XMBOpOXZIEHHbIX JeTell. Kak mpaBuio, y HOBOPOXKJEHHBIX JIEBO-
yek, uMmeromux 46XX Habop XpoMOCOM ¥ IPU3HAKM BUPWIN3ALVY T€HUTAINI, 0OHAPY>KMBAOTCS
IPOsIBJIEHNsT BPOXK/IeHHOI runeprviasum Hapnodeuynukos (BI'H). Ha ceropusuramit eHp mpobnema
XUPYPIUMYECKO KOPPEeKIMM HApy>XKHbIX reHuTannii y gesodek ¢ BI'H ocTtaérca akryanbHOM B CBA3U
C OTCYTCTBMEM €JMHOTO IIO/IXO/Ia B METOMIE ¥ CPOKAX OIEPATMBHOIO JIEYEHNs, a TAKXKe C MYIbTUMINAC-
LUIIIMHAPHOCTBIO JJAHHOM ITaTO/IOTYUI.

Marepuansl u Metogbl. C 2017 no 2019 rr. Ha 6ase gerckoro xupyprudeckoro otgenenus [HOKD
nponedyeHo 7 meBodek ¢ BI'H u Bupmnmsanueir HapyxHbix reantanuii. CormacHo Kmnaccuduxanm
A. Prader 5 meBouek (71 %) umennu III crenenp Bupumusanuy, 2 geBouku (29 %) — II cremenn. Bee
meTy ObUIM OCMOTPEHBI SHJOKPUHOIOTOM M TYTHEKOJIOTOM. B 1a60paTOpHOI [UarHOCTUKE OLeHMBAIN
ypoBenb 17-OHP, anexTponuTHble MOKasaTeny IUIa3Mbl KPOBU, TOPMOHA/IbHBIN cTaryc. Becem manm-
€HTaM BBIIIOJIHEHO KapuoTumupoBanue — 46XX. ITapaxmmandeckue ob6cnegoBanusa: Y3V opraHos
MaJIOro Tasa, Iouek M HajmoudeyHukos, MPT opranos manoro Tasa. Ilocie rocnuranusanum B OT-
IienieHue, 1oy, o0Iell aHecTe3Vell BBLIOTHANIOCh SHTOCKOIMYECKOe MCC/IeOBaHMe YPOTeHUTaIbHOTO
cunyca (YI'C).

PesynpraTbl. Ha sTame ocBoeHMA METOAMKM HaMM MCIIO/Ib30BAjach NBYXITallHAasA TEXHUKa, Ifie
IepBBIl 9TAIl 3aK/II0Ya/CA B IPOBEJEHNUU KIUTOPOIUTACTUKY C IUIACTMKON IOTOBBIX T'yO M pacce-
yeHueM YI'C — BbinonHeHO 4 omepauuy. CpemHAs JIUTEIbHOCTb Ollepaluy cocTaBuaa 146 MuH.
C 2019 r. HayaTO IpUMEHEHMe OJHOITANHON TeXHMKM — BBINONHEHO 3 Takux omnepauun. CpepHas
IIUTeNbHOCTD cocTaBmna 190 muH. [IpoBopunace HelipocOeperamoias pegyKLIMOHHAsA KINTOPOILIA-
CTUKA C COXPaHEHMEM JIOP3a/IbHOTO COCY/IMICTO-HEPBHOTO ITy4Ka M Pe3eKLMell TOTOBKM KIUTOPaA II0
JIaTepajIbHbIM CETMEHTaM C COXpaHEeHNMeM CEHCUTVBHBIX 30H TOJIOBKM. Majible 110/10BbIe Iy0Ob! hopMM-
POBaMUCh U3 KOXKI CTBOJIa TOMOJIOTa IIOJIOBOTrO 4ieHa. IlmacTtika BXoga BO BIaranuine BbIIIOTHAIACH
¢ nomopio U-o6pasHoro nockyTta 1o Fortunoff. B mocneonepannonHoMm nepuope BceM JeTsAM Ipo-
BOAVIACh MH(Y3MOHHAs, aHTMOAKTepMaTbHasA, CMMIITOMATIYeCKas ¥ 3aMeCTUTE/TbHAsA TOPMOHA/IbHAS
TepanuA. YpeTpalbHBI KaTeTep B MOYEeBOM Iy3bIpe JepyKalyu B CpefiHeM 3-5 IHell, aHTMOaKTepyab-
HYIO Tepalyio IIPOBOAVIIN B TedeHMe 5-7 mHell. KocMeTudecknit pe3y/nbTaT B OONBLIIMHCTBE CIy4YaeB
MBI OLIEHWIM KaK XOpoumit. B 2 ciydasx B IocieolepaliOHHOM Iepyofie OTMedanu oOpasoBaHue
reMaToM IIOf] IOCKYTaMJ MaJIbIX IOJIOBBIX I'y0 M VX OTeK, YTO He IOBJIVANIO Ha KOHEYHBINI KOCMeTH-
JecKmit pe3ynbrar. B 1 ciaydae orMedanoch BpeMeHHOe HapylleH)e KPOBOCHAOXEHNS KIUTOpa.

BoiBopbl. BeimonHenne ¢eMuHusupymomer MIacTUKU HApY)XXHBIX reHUTanuil pereir ¢ DSD He-
00XOIMMO IPOBOAUTDH B CIELMATM3MPOBAHHOM MHOTONPOGUIbHOM CTallIOHape, MMEIeM BO3-
MO>XHOCTb KOHCYJIBTMPOBAHMUA JEeTell CMEXHBIMM CIIELMaNTNCTaMM, OCHAIIEHHBIM OT/IEJIEHMEM pe-
aHMManuy. BakHeNIINM yC/lIOBMEM IONyYeHNsA XOPOIIEro KOCMETUYECKOTO ¥ (PYHKI[MOHAIBHOTO
pesynbrara ABIAETCA COXPAaHEHME COCYAMCTO-HEPBHOIO IIyYyKa M CEHCUTUBHBIX 30H KIUTOPA, YTO
obecrieyrBaeT HOPMAJIbHYIO IICUXOCEKCYaIbHYIO aJallTalllIo MAIVIeHTOK.
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