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TectukynspHas GpeMuHU3aUUs SBISETCS HACICICTBEHHBIM Ba-
PHAHTOM MY’KCKOTO TiceBorepMadpoauTrusMa. ITOT CHHAPOM Xa-
pakTepusyeTcs HaluyueM reHermuyeckoro (kapuotun — 46 XY)
1 TOHATHOTO MY’KCKOTO T10J1a y OOJIBHBIX C KCHCKUMH HapyKHbIMU
TEHUTAIUSIMUA U OTCYTCTBHUEM NPOU3BOJHBIX MIOJIJICPOBBIX MPOTO-
KOB (MaTKH, MaTOYHBIX TPYO, BEpXHEH TpeTH Biaranuiia). Buepseie
3aboneBanue onucano B 1817 romy E. Steglehner, xotopsiii npu
BCKPBITHH Tpyma 23-JeTHEH )KEHILUHBI 00HAPY>KIIJI MY>KCKHE FOHa-
JTbI, a MaTKa U IIPUJIATKH Yy Hee oTcyTcTBoBau. F. Morris B 1953 romy
TIIATEIBHO U3YyUYUB 3TO 3a00JeBaHNE, MPEATIOKNUIT TEPMHUH «TECTH-
kynsipHas pemunu3ams» [9]. [lo narasiM Poccuiickoro sH10KpH-
HOJIOrHYecKoro HayyHoro ueHtpa AMH, tectukynsphas demu-
HU3aLMs COCTABISIET OKOJIO 5% oT Beex GopMm repmadporuTu3Ma
[1, 2]. Ilo naHHBIM NUTEpATYphl, NAHHBIA CHUHIPOM BCTPEUYACTCS
¢ yacrotot ot 1:13158-20000 no 1:64200 HoBOpOXACHHBIX [,
2, 4]. B Hacrosee BpeMs B aHIVIOS3BIYHON JIMTEPAType BMECTO
TEPMHUHA «CHHIPOM TECTUKYIISIPHON (heMUHHU3ALUI» IPUMEHSIETCS
«CHHJPOM HEYYBCTBUTEIBLHOCTH K aHAPOre€HaMm» WIN «CHHIPOM
PE3UCTEeHTHOCTHU K aHaporeHam» [7, 8, 10].

B ommmume ot npyrux ¢popm repmadporuTusMa (CHHAPOM JIHC-
TeHE3UH SIMYEK, UCTUHHBIA repMadpoanTH3M, BPOXKACHHAs THC-
(GYHKIMST KOpbl HaAIOYEUHUKOB U Ap.), IPU TECTHKYJSIpHOU (e-
MUHU3ALUN OTCYTCTBYET KEHCKHE BHYTPEHHHUE IOJIOBBIE OpPTaHbI
(MaTka, Maro4yHble TPYOBI, SUYHUKH), YTO SIBISETCA MPUHLHIIN-
QIBHBIM OTJIMYUTEIbHBIM MPH3HAKOM M 3HAYUTENBHO oOyeryaer
muddepeHnnanbHyl0 ITHarHoCTUKY. B pesynbrare HapymeHus
cieunpryUecKoil peakuuy OpraHOB-MHIICHEH Ha aHIPOTeHbI, pa3-
BUBAETCs JKEHCKHH ()EHOTHI y IJIOa MYKCKOTO T'€HETHYECKOTO
W TOHAZHOTO Moja. JTO OOBACHSETCS HENOCTAaTOYHOM aKTHBHO-
cTbio (hepMeHTa So-pemyKTasbl, OTBETCTBEHHOIO 3a 00pa3oBaHUE
MeTabouTa TecTocTepoHa (So-IAeruapoTecTOCTepOHa), obecrie-
YMBAIOIIETO Pa3BUTHE HAPYKHBIX TEHUTAIHNHI MO0 MY»KCKOMY THILY.
B pesynbrare 3TOr0o, HECMOTpPsSI HA HOPMAJIBHBIH YPOBEHb TECTO-
CTEpOHA B KPOBH, OH HE OKa3bIBA€T BIMUAHUSA Ha T€ TKaHH, U3 KOTO-
PBIX B HOpPME JIOJDKHBI OBbUIH OBl 00pa30BaThCsl MYKCKHE MOJIOBBIC
OpraHBbI.

VY GosBHBIX C HEMOJTHON (OPMOH TECTHKYISPHOH (peMUHM3a-
LMY YaCTUYHO COXPAHSAETCS PEaKTUBHOCTH OpPraHW3Ma Ha aHJpore-
Hbl. [ToaTOMY B CTpOEHUM HApyX HBIX TOJIOBBIX OPTraHOB 3aMETHBI
MPU3HAKW MACKYJIMHU3AIMH — TUIEPTPO(YUPOBAHHBIA «IICHH-
co0Opa3Hblii» KIUTOpP, BOPOHKOOOpa3HOE IpeJiBEpUe Biaraiu-
ma. B nureparype BeTpedaroTcs cOOOLEHNsT €AMHUYHBIX aBTOPOB
0 HaOmoeHUsIX 3a OOJBHBIMU C TECTHKYJSIPHOW (heMHHHU3ALMEH,
KOTOPBIM B OCHOBHOM BBINIOJIHSJIACH OnaTepalibHasi OpXUIKTOMHUS
C Ha3HAYCHHEM 3CTPOreHoB [1, 2]. OgHaKo 3TU METOIbI JCUCHUS
HalpaBJCHbl Ha yJIaJeHUE U3 OPTaHU3Ma TeCTOCTepoHa U (HOpMH-
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pOBaHME HapyXHBIX >KEHCKHX Npu3HakoB. Ho mms
OKOHYATEJIbHOW  TCHUXOSMOLMAIBHON  aJanTalyu
MAIMEHTOK HEOOXOAMMO IJIaCTHKA Biarajviia JJis
BO3MOYKHOTO BEJICHHsI OJIOBOH *HU3HU. B HacTodmee
BpeMsl CYIIECTBYIOT HECKOJIBKO CIIOCOOOB BarmHO-
wiactuky. Haubosee pacmpocTpaHEHHBIM M3 HHUX
SIBJIIETCS] KOJKHAs! IJIACTHUKA BJIArajiuINa MPU CMEHe
MYKCKOTO TO0JIa Ha jkeHCKHH. OmnmcaHa MeToquKa
(opMHpOBaHMS BiIarajguila KOKHBIMH JIOCKyTaMu
SIUTMIICOUAHON (POPMBI, B3ATHIX B MaXOBOH 001aCTH,
o metoauke Mc Indoe u u3 mapueranbHO OpromIu-
HEI [3, 5]. OnTUMansHOW Ha HAIl B3MJISA, OCOOCHHO
[IPU aTpe3uH BiIArajuiia U y OOJBbHBIX C TECTHUKY-
JsipHOW  (peMUHU3ALMEH, SBISACTCS BarMHOIJIACTH-
Ka CErMEHTOM CHUTMOBHIHOM KHUIIKK Ha OpbDKEHKe.
CurMoBaruHoIJIacTUKa 00J1aJaeT  OIpeAeIeHHBI-
MU [PEUMYIIECTBAMHU MNEPE]] IUIACTUKON KOXKHBIMH
JIOCKyTaMH: KHUILIKAa MMEET CBOE COOCTBEHHOE KpO-
BOCHAO)KEHHE U3 BEPXHEH reMoppouIaibHON apre-
pUM U €€ CUTMOBUIHBIX BETBEH, OHa pacTArHBaeT-
Cs 3HAYUTEIBHO JIydlle KOKHOTO TPAHCIUIAHTATa.
OTpunaTenbHOW CTOPOHOM CHIMOKOJIBIIONO33a SIB-
nsieTcss HeOOXOANMOCTD BBITIONHEHHS J1aapOTOMHUH
JUTd pe3eKuu KUk, Ho ¢ akTMBHBIM BHEJpEHUEM
SHIOBUACOXUPYPTrUYECKUX BMELIATEIbCTB MOSBISA-
10TCs1 paOOTHI 1O JaNapOCKOMMYECKON PE3EKIUH KH-
1mIeyHuka [3, 6].

[Ipy BHYTPUOPIOIIHOM PpACIONIOKEHUHN SUYCK
B TEUEHHE [UINTEILHOTO BPEMEHM 3TO 3a00JeBaHHE
HE pacHO3HAETCSA, M JHIIb OTCYTCTBUE MEHCTpY-
AJIIBHOTO IUKJIA BBIHYKAAET POIUTENCH 00paTUThCs
K Bpauy. Ecim sn4ku 1oKaau30BaHbl B OONBIINX T10-
JIOBBIX T'y0ax, TO JEBOYEK YacTO ONEPUPYIOT MO IO-
BOJY axoBoH Ipbiku. [IpH 06cne0BaHNN BBISBISIOT
[TOJIHOE OTCYTCTBUE BHYTPEHHUX KEHCKHX MOJIOBBIX
OpraHOB, CIIEMNO 3aKaHYMBAIOIIEECS BIarajnle.

[IpuBoaMM KJIMHUYECKOE HAOMIOACHUE CHUIMO-
KOJIBIIONO33a y OOIBHOMW ¢ HETOMHOH (opMoii TecTH-
KyJSIpHOH (peMUHH3aLNH.

BonbHasd, 36 net, rocnuTanu3MpoBaHa B KIMHU-
Ky YPOJIOTHH C ajo0aMu Ha HEBO3MOXXHOCTbH BeJie-
HUS MOJIOBOM KM3HM M3-32 OTCYTCTBHS BIIarajuila.
C mercTBa OHa BOCHUTHIBAIACh KaK AEBOYKA, Y POJIU-
TeJeH 10 MOBOLY €€ Pa3BUTHs OECIIOKOICTB HE OBLIO.
[To nocTukenuto 15-neTHero Bo3pacra B CBSI3U C OT-
CYTCTBHEM MEHCTpPYyalui oOpaTuiiach K THHEKOJIOTY,
KOTOPBI 3amof0o3puil HaJu4yue y Hee repMadpoiu-
tu3ma. OHako 00JbHAs OT AajbHEHIEro oocienoBa-
HUs oTKa3anack. Tosnbko B Bo3pacTe 34 jeT, Mo3HaKo-
MUBILIUCH C MY>KYMHOMW, OHA pelniia 00cae 0BaTbes
1 OIEepUpOBaThCs IO MOBOJY IUIACTUKH Biaraiuiia
JUTS BO3MOXKHOCTH BEJIEHUS 1T0J10BOM »ku3Hu. [1pu re-
HETHYECKOM OOCJICZIOBAaHUM BBISABICH KapHOTHII
46XY. [Ipu ynsTpa3ByKOBOM HCCIEIOBAaHUH MaJoOro
Ta3a MaTka W MPHUIATKH OTCYTCTBYIOT. B maxoBbIx
KaHaJlaX ¢ 00enX CTOPOH OOHAPYKEHbI SIMUKHU, KOTO-

puie ynanensl. [ ganpHeliero nedenus 0oabHas
Obuta Hampasnena B Cankr-IletepOypr. Ha MomenT
MOCTYIJICHUSI B CTAllMOHAP >KaloObl HA OTCYTCTBHE
MEHCTpYyalui, HaJIM4re MeHHCO0O0pa3HOro KIUTOpa,
OTCYTCTBHE BIIArajuila, HEBO3MOXHOCTb BEICHHUS
moaoBoi xku3uu. Cunrtaer cebs OombHOU ¢ 16 €T,
KorJa craja OSCIOKOMTBCS B CBSI3U C OTCYTCTBHEM
MeHcTpyanui. OHako Hadajga 00ClIe0BaThCs TOJb-
KO TIOCJIE TIOSIBIICHHSI TTOJIOBOTO MapTHEpa M B CBS-
3U C HEBO3MOXKHOCTBIO IMOJOBOW OJHM30CTH C HUM.
[enernueckuii anamuae3 y OOJBHOH OTATOIICH: y €e
POAHOM cecTpbl M CECTPbl Marepu TaKke AHarHo-
cTHpOBaH repMadpoauTi3M (PopMy HE MOKET YyTOU-
HUTBH). OOBEKTUBHBII OCMOTP — aHAPOMIHBIN THII
tenocnoxkenus;, UMT=25,2 (poct — 176 cm, mac-
ca Tera — 74 Kr), OBOJIOCEHHE 110 MYKCKOMY THITY,
MOJIOUHBIE JKEJIe3bl TUIOIUIACTHYHBI, OMPEACIsIeTC s
NeHNUCo00pa3Hbld KIUTOp JuinHOM 3,0 cM, Bilaraiiu-
nie umeer riyouHy okono 2,0 cM, Clerno 3aKaH4u-
Baetcs (puc. 1). 3MeHeHu#l B KIIMHUYECKOM U OHO-
XUMUYECKOM aHAJIM3aX KPOBU HET. | OpMOHAIbHBIN
don: JII' — 17,4 mmE/mi, ®CI" — 12,1 mmE/mu,
TecTocTepoH o0mmii — 11,4 Hr/miI, MpoNakTHH —
680,7 MME/Mi1, KOpTH30J1 — 526 HMOJIB/JI, allbJOCTE-
por — 158,0 mr/mui. Ha MPT manoro Taza moueBoi
My3bIpb OOBIYHOH (OPMBI, PACHOJIOKEH THUITUYHO,
Marka, IPUJATKU U Barajuile OTCYyTCTBYIOT.
YuuteiBas jkenaHue OONBHONH BECTH TOJIOBYIO
JKU3Hb, PEIICHO BBIMOJIHUTH IUIACTHKY BIarajiviia
curMoBuAHOM Kumkoi. Ilom oOmell anectesmeit
OosibHAs yIOKEHa B JIUTOTOMHYECKOM ITOJIOKEHHH.
Pacceyena koka HajJ YpPOTEHUTAIBHBIM CHHYCOM,
YCTaHOBJICH ypeTpalibHBIA KareTep, Ha KOTOPOM
chopMHpoBaHa qUCTaIbHAS YacTh ypeTphl. Paspezom
no [lpaHeHIITHIIO BBITIONHEHA JIAIAPOTOMHUS, TOH-
Kasi KHIIKa OTBe/IeHa BBepX. THIaTeIbHO ONpeiesieHO

Puc. 1. BHemnuii BU HapyKHBIX IIOJIOBBIX OPraHOB
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Puc. 2. MoOunu3anusa CUrMOBUAHON KAIIIKU

MECTOHAXOKACHUE HWKHEH OpbDKeeyHOH aprepun
U €€ BETBEH, U BEpXHEW IreMOpponAalIbHOW apre-
pun. CUrMOBHIHAs KUIIKa MOOMIIN30BaHAa, €€ YacTb
JUIMHOM 14 cM Ha coCyIHUCTON HOXKKE pe3elpoBaHa
(puc. 2). [lomoOHas MeToMIKa MOOMIIH3AINN TT03BO-
JIIET pe3elupoBaTh MOJBUKHBIN CETMEHT CUTMOBH/I-
HOW KHIIKK Ha OpbDKEHKe, KOTOPBIA MOXHO Pa3Bep-
HyTb Ha 180°, pacrosoXuB aHTUIIEPUCTAIBTUIECKH,
0e3 HaTsHKeHUS! HU3BeCTH KHU3Y. [IpoxoquMocTs Ku-
[IEYHNKAa BOCCTAHABIMBAETCA AaHACTOMO30M «KOHEI]
B KOHel». [lasiee BEpXHUI KOHEIl pe3eLUPOBAHHOIO
CErMeHTa yIINBAETCs HANTyX0. MexX /1y MOYEBBIM ITy-
3bIPEM U IPSIMOM KHIIKOH c(hOpMHUPOBaH KaHal, coe-
JUHEHHBIN ¢ ypOTeHUTAJIbHBIM CHHYCOM. B copmu-
POBAaHHBIM KaHaj NMpOBEJEHA CUIMOBHIHAS KHILKA.
Bepxuuii koHen KHUIIKH (PUKCHUPOBAH K IIPOMOHTO-
puyMy. Ilocie npennposanus [lyrinacoBa mpocTpaH-
CTBa paHa IMOCJIOWHO yIINTA. J{MCTaJbHBIN KOHEIll
CerMeHTa CUTMOBHUIHOM KHIIKM Ha HECKOJBKO CaH-
TUMETPOB BBIBE/ICH HAPYXKY U 110 IEpUMETPY (PUKCH-
POBAaH K KO)K€ TPOMEKHOCTH BOKPYT YPOTE€HUTAIBHO-
ro cunyca (puc. 3). B chopmupoBanHyto HeoBaruny
ycranosieH (ammonmurarop. OCIOXKHEHUH B IO-
clleonepaioHHOM nepuone He Obuto. [IpoBoannacek
caHanus HeoBarunbl. Ha 12-ii gens mpousBencHa
PE3eKIMsl AMCTAIBHOIO YYacTKa KUIUKA M OonbHas
BBINMCAHA B MOJMKIMHUKY IO MECTY >KHTENbCTBA.
JlaHbI peKOMEH1allH 110 CaHAIIMM HEOBArMHBI U 0CO-
OCHHOCTSIM BEACHUS MTOJIOBOM KHU3HH.

@dopMHpOBaHHE BIArajuiia W3 CUTMOBHJIHOM
KHLIKH MTO3BOJIMIIO PeabUIMTUPOBATH OOJIBHYIO C Te-
CTUKYJsIpHOH (pemunmzaumeit. Heosaruna, chopmu-
pPOBaHHAs U3 TOJCTON KHIIKU, UMEET ONpPEIEICHHbIC
peuMyliecTBa: 00J7agaeT JAOCTATOYHOW BIIAXKHO-
CTBIO, CaMOOYMIIAIOLIECHCS CIOCOOHOCTBIO M YYB-
CTBHUTEJILHOCTBIO; B AHATOMUUYECKOM U (DyHKLIMOHAIb-
HOM OTHOIIECHHH NPUOIMKAETCS K €CTECTBCHHOMY.
VY GONBHBIX C TECTHKYJSIPHON (heMUHM3aLUe Haps-
Jy € KOJIBIIOTIO330M HEOOXOAMMO BBITIOJIHUTH TOHA-
JPKTOMHIO, PE3eLMPOBaTh KaBEPHO3HbIE Tena, Gop-
MHUPOBaTh HEOKIUTOP U3 COXPAaHEHHOI BEHTPaIbHOMN
YacTH T'OJIOBKHM MUKPOIIEHHCA.
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SIGMOVAGINOPLASTY IN PATIENTS WITH SYNDROME
TESTICULAR FEMINIZATION

Komyakov B.K., Guliyev B.G., Bezhenar V.F.
m Summary: The paper describes a case of a successful sig-
movaginoplasty in patients with testicular feminization syn-

drome.

m Key words: testicular feminization syndrome; vaginoplasty;
reconstructive uroginecology.
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