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Kadernpa mepMaTOBEHEPOJIOIVM C KYyPCOM SHIOOKPMHOJIOTWIA
YO «I'pOOHEHCKIM T'OCYOAPCTBEHHEM MEOMIIVMHCKM YHMBEPCUTET
SHIOOKPMHOJIOTMUeCKoe oTneJjieHre Y3 «I'OKB»

B epynny unmepceKcyanbblx COCMOSHULL 8X005M CUHOPOM MeCMUKYISPHOU eMUHU3AYUL U CMEUAHHDBLI 20HA0ATb-
Hblll Quceenes. Y maxkux GONbHbIX 8CAeOCMEUE NOBLIUEHHO20 PUCKA MATUSHUZAYUU NOJIOGbIX JCeNe3 PeKOMeHOYemcs
npou3BO0UMsb 20HAOIKMOMUIO. B coobuenuu npueooumcst cyuai CUHOpoma mecmukyasiprou gpemunusayuu. Qbcysicoa-
H0MCs HeOOXOOUMOCIb C80CEPEMEHHOU NOCMAHOBKU OUACHO3d, 6ONPOCHL OdNbHeluel mepanuu GOIbHBIX, UX NCUXOCOYU-

anbHOL adanmayuu.

Kniouesvle crosa: unmepcexcyanvioie COCMOSHUS, CUHOPOM MECMUKYIAPHOU PeMUHUZAYUY, 2OHAOIKINOMUSL.

The group of intersexual conditions includes a testicular feminization syndrome and mixed gonadal dysgenesis.
Because of high malignancy potential of testicles, it is recommended to perform their removal in such patients. We report
a case of the testicular feminization syndrome. The necessity of earty diagnosis of this syndrome, the problems of the
following therapy, psychosocial adaptation of the patients are discussed as well.

Key words: intersexual conditions, testicular feminization syndrome, gonadectomy.

NnTepcekcyabHble COCTOSHUS — 3TO Tpymna re-
HETUYECKH HEOJHOPOAHBIX 3a00JIeBaHU, BKITIOUAIO-
IIUX B ce0sl MATOJOrMYECKUE COCTOSHUS C TIPOMEXY-
TOYHBIM XPOMOCOMHBIM TIOJIOM H/HITH HECOOTBETCTBH-
€M MEXJy Pa3THIHBIMH KOMIIOHEHTaMU, COCTABJISIIO-
MU 1o [1]. OnHUME U3 TaKuX 3a00JICBaHHM SIBIISI-
I0TCsI CHHIPOM TeCTHKY/IsIpHOH (hemununzanuu (CTD)
¥ CMENIaHHBIN TOHAaIbHBIN JUCTEHES.

Paccmorpum kopotko matorene3 CTO.

[MaTorene3s CT® oOycioBieH aeeKToM r'eHa pe-
LenTopa K aHApOoreHaM, KOTOPBIN PacioioxkeH Ha Ko-
poTkoM Tutede X-XpoMocoMbl. B mpomecce amMOpuo-
reHes3a y 3TUX OOJNLHBIX MO/ BIUSHHEM Y-XPOMOCOMBI
roHabl TUQGepeHIUPYIOTCS KaK SUYKU, KOTOPBIE CEK-
PETUPYIOT TECTOCTEPOH U BELIECTBO, HHIHOUpYIOIIee
MIOJJIEpOBBI Npotoku. OpHako, u3-3a nedekra rena
aHJIPOTeHHBIX PEIEIITOPOB, OTCYTCTBYET 1yBCTBUTEIh-
HOCTb K TE€CTOCTEPOHY U JUTHAPOTECTOCTEPOHY, OT-
BETCTBEHHBIX 3a (DOpPMHpOBaHKE MYKCKOTO (DEHOTH-
na. Cekpelus 3CTpOreHoB HaANOYSYHHKAMHU U, dac-
TUYHO, TOHaIaMH (POPMHUPYET )KEHCKHH (EHOTHIT TPH
OTCYTCTBUU MPOU3BOJHBIX MIOJIIEPOBBIX MPOTOKOB
(MaTO4YHBIX TPYO, MAaTKU M BEpXHEH TPETH BIaraju-
uia) [4].

[Mpu nonuoit popme CTD B3pocibie OOIBHBIE OT-
JMUYAIOTCS KEHCKUM TEJIOCTIOKECHUEM C Pa3BUTHIMH
MOJIOYHBIMH JKEJI€3aMHU, CKYIHBIM JIOOKOBBIM U TIOJI-
MBIIIEYHBIM OBOJIOCEHHEM, OTCYTCTBHEM BHYTPEHHHUX
TIOJIOBBIX OPT'aHOB M CJENO 3aKaHYMBAIOIIMMCS BIa-
ranuiieM. [myOnHa Brarajiuia MOXeT BapbHpOBaTh
OT HOPMAJIBHOH J10 YKOPOUEHHOM [2, 3, 4].

KommnekcHoe obOcieoBaHue TaKUX MalEHTOB
COCTOUT M3 MEINKO-T€HETHYECKOT0 KOHCYIbTHPOBa-
HUSI, KAPHOTUTTUPOBAHUSI, OTIPEACICHHS MOJOBBIX T'Op-
MOHOB B CBIBOPOTKE KPOBH, YJIETpacoHOrpaduu opra-
HOB MaJjioro Ta3a. [Ipu nmoarBepkieHNH quaruos3a pe-
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KOMEHAYCTCA TOHAADKTOMUS, B CBA3U C BBICOKUM PUC-
KOM MaJluTHU3anuu [4, 5, 6, §].

[MpuBomuM cobcTBeHHOE HaOMIOICHHE.

bonpras M., 20 ner, xxutensHuna I. [’ ponHo, 1mo-
CTYNHJIa B DHJOKPUHOIOTHYECKOE OTAeleHue Y3
«'OKb» B okts16pe 2005 roma. Ilpu mocrymieHun
OoJibHAsI TIPEBSIBIISIA KalloObl Ha OTCYTCTBHE Me-
CSIYHBIX (MIEPBUYHYIO aMEHOPEIO), YBEIMYEHHBIH pa3-
Mep KUCTEH U CTOIl, a TaKXKE MaJIEHbKUI pa3Mep Mo-
JIOYHBIX KECJIC3.

W3 anamHe3a U3BECTHO, 4YTO OONbHASI MPEbSBIIS-
Ja BhINIEyKa3aHHbIE jKaio00kl ¢ 18-meTHero Bo3pacta
(c 2003 rozma). B cBsi3u ¢ 3TMM GONBHOM OBLIO BBITION-
HEHO KapuorunupoBanue. Pesynsrar —46, XV. B nanb-
HeitieM O0onbHas He o0caenoBanack. Kakux-1o apy-
rux 3aboyeBaHuii OojbHas y ce0s He oTMevaia. MH-
TelmiekT coxpaHeH. CaMOcOo3HaHHE, TOI0-POJIEBOE
TMOBEACHNEC U IICUXO0COHAIbHASA OPUCHT AW JKCHCKHUC.

JlaHHbIe 0OBEKTUBHOTO 00CIICIOBAHMSL.

Moro4dHbIe Kelle3bl MaJICHBKOTO pasMepa, Mpu
nmajJbnaiguy MATKO-3JIACTUYHBIC, TAJIBITMPYETCA HE3HA-
YUTENBHOE KOJIMYECTBO JKENe3ucToi Tkanu. OBomo-
CCHUC 110 JKCHCKOMY THUITY. LHI/ITOBI/I}:[HEUI KEJIe3a Ipu
najbnanuu 0e3 ocodeHHocTel, 3yTupeo3. Co cTopo-
HBI APYTUX OPraHOB ITaTOJIOTMHU HE BBIABJICHO.

OcmMorp rereruka-runekonora. Kapuorum 46, XV,
HapYyKHBIE TIOJIOBBIE OPTaHbl CHOPMHUPOBAHBI IO KEH-
CKOMY THUITY, AMYCK B ITaXOBbIX KaHajJlaX W ITOJIOBBIX
ry0ax He 0OHapyXeHo, HEHOTHII JKEHCKHU I, MOJIOUHBIC
xeJe3bl He CPOPMHUPOBAHEI, COCKH CJIa00 MTUTMEHTH-
POBaHBI, TENOCIOKEHUE U POCT HOpMaJbHEIE. [ucr-
PONOPIIMOHATIFHO JTTMHHBIE KOHEYHOCTH. OBONIOCEHNE
10 JKEHCKOMY TUIly. JIMarHo3: CHHAPOM TECTHUKYJISAP-
Hol (pemuHM3aMU. PeKOMEHI0BaHO JJOOOCIIENOBATh.

OKT. Hopmansaoe nonoxenne 20C, YCC=73 B
MMHH., HOPMOCUCTOJINA. apUTMUA.
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AHanm3 KpoBU Ha TOPMOHBI ITPOBOAUJICS paJANOUM-
MYHHOJIOTHYECKUM METOOM.

Kopruzon — 450,1 amomab/1, Tectoctepon — 2,2
HMOJIB/J1, TPONAKTHH — 2,9 HMOJIB/JI, IPOreCTEPOH —
0,5 umons/n, actpaauon — 0,2 umonw/1, OCI" — 164,3
MME/mn, JII' — 61,3 MME/mi, T4 obmmit — 129, 7
umons/n, T3 obmmii — 2,4 umons/n, TTI' - 0,5 MME/7,
T4 cBobomubIi — 15,1 TMOIB/T1.

OOmuii ananu3 KpoBU ¥ MOYH B HOpMe. broxumu-
YECKUI aHaIu3 KPOBU B HOPME.

Pentrenorpamma kucreii. Ha cHuMKe oTMedaer-
csl cecaMOBHJIHAsI KOCTOUKa | msacTHO(AaHTOBOTO
cycTaBa ¢ 00EHX CTOPOH, OTCYTCTBYIOT CHHOCTO3BI
MSCTHBIX KocTell u ¢ananr. KocTHBIA BO3pacT coort-
BeTcTByeT 13 romam.

Pentrenorpamma Typenkoro cemna. be3 maromo-
THH.

V3 muToBUaHOM Kene3bl. be3 maToiorum.

VY31 MonmouHbIX kKene3. TKaHU MOJIOYHBIX XKeJe3
c11abo BBIPaKCHBI.

V3U remaroOuuapHOl CHCTEMBI, MOKETyI04-
HOM xenessl. be3 matonorumu.

Y3U nouek. [Touxu ¢ pOBHBIM KOHTYPOM, TIOABHIK-
HbIe pu apixanuu. [Tapeaxuma 15-16 MM, ogHOpOI-
Hadg. CpaBa ymepeHHas atoHus vamek. CreBa enu-
HU4HBIe pyOnoBslie m3MeneHus: YJIC, ypocrasza Her.

MPT opranos manoro taza. Ha nocnenoBarens-
HOCTH CKaHOB MOYEBOM ITy3bIPh XOPOIIIO 3aIlOJHEH, C
YETKUMHU, POBHBIMH KOHTYpPaMH, CO CTEHKOW 0OBIYHO-
r0 CTPOCHHA M PaBHOMEPHOM TONIIUHBI (JI0 2 MM).
Marka 1 sugHUKH He muddepeniupyrorces. Kocru,
MSTKHE TKaHU ¥ COCY/Ibl 0e3 aHATOMUYECKUX 0COOCH-
HOCTEH. B My3bIpHO-NPSIMOKHILIEYHOM [TPOCTPAHCTBE
HE0O0JIBIII0E KOJTMIECTBO OHOPOIAHOM CBOOOIHOM JKU/I-
KOCTH. YBEITHYECHHBIX JTUM(DOY3JIOB U IOTOTHUTEIEHBIX
TKaHEBBIX 00pa30BaHuil (B TOM YHCIIE MOJO3PHUTEIb-
HBIX Ha SUYKH) B 00JaCTH UCCIIEA0BaHUS (OT YPOBHS
rpe0eIIKOBOM JIMHUY JI0 TPaHUIIBI BEPXHEW U CpeHeH
Tpereii Oenpa) He HalijeHo. 3akmoueHue: [TomoOHast
MP-kapTuna Hauboyiee XapaKTepHa )i aHOMaJIuU
Pa3BUTHA: ar€HE3UH MAaTKU C MPUAATKAMH.

Y31 opraHoB maioro Taza. 3a MOUYEBBIM ITy3BI-
pEM OIpeAensieTcss HeYeTKO KOHTYPUPYIOIIUNA THUIT03-
XOTeHHBIH Tk pazmepoM 15 x 3 x 7 MM. SluduHuKY He
Bu3yanusupytorcs. CBoOOqHAS KUAKOCTh B MAJIOM
Ta3y HE BBIABIICHA.

OO6pa3oBanue B MaJOM Ta3y BEpOSTHO CIIEAYET
CUNTATh STMYKOM.

BricTaBien AuMarHo3: CUHIPOM TECTUKYISAPHOUN
(bemMuHI3aIHN.

CornacHO COBpEMEHHBIM IPECTaBIEHUSM TOHa-
nbl y 0onbHBIX ¢ CT® 005agatoT BHICOKUM PHCKOM
Majurausanuu [4, 5, 6, 8]. [onagoOmacromMa win quc-
TepMUHOMA TECTHKYN BcTpedaercs B 20-50 mporieH-
Tax HaOmonenwuii [5, 7, 9]. C apyroit CTopoHsbI, 03J10-
Ka4eCcTBIIEHUE TOHA/T IPOMCXOIUT KpaliHe PEIKO B BO3-
pacte mamuenToB muammie 20 jer. B cBa3u ¢ 3TUM
TIOJIOBBIE KeTe3bl PEKOMEH IYIOT COXPAHSITh JI0 3aBEp-
HIEHUS MyOepTaTHOTO MEpUoia U KOHCTUTYIIOHAIb-
Horo (hopMupoBaHUsL, a JIUIIb 3aTEM IIPOU3BOAUTD YIa-
nenue rouan [5, 7]. Xupypruyeckast TAKTUKa B OTHO-
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IMIEHUHW TECTUKYJI B HACTOSIIECE BPEMsI CBOAHUTCA K
JIarapOTOMUYECKON TOHAAIKTOMHUH.

Bce sramnsl 001eHnsa ¢ mogo0HbIMY ITallMEHTAMU
HEOOXOMMMO 003aTEILHO COMTACOBBIBATE C IICHXH-
aTpaMu, ICUXOTEPAIIEBTAMH 1 IICUXOJI0T'aMHU, TIOCKOJTb-
Ky Jake Majieiias ommnoKa upeBarta TshHKeISHIIMU
TIOCIICACTBUSIMU, BIUIOTH JIO CYMITHA.

[Tockonbky HamboJIee YacTO TUAarHOCTHPOBAHUC
CT® npuxoaurcst Ha MpenyoepTaTHBIA U MydepTaT-
HBIM TIEPUOJ] KU3HHU MMAIIUEHTOB, B OOIIEHUH C HUMHU
KpaiiHe BelnuKa pojb poauteneil. MiMeHHo uM npen-
CTOUT Pa3ACIUTh C JOKTOPAMU MOPATIBHYIO U ATHYEC-
KYIO OTBETCTBEHHOCTE. POAMTEN OMpeesIioT B KaXK-
JIOM KOHKPETHOM Cllydae OKOHYATEIbHBINA 00beM HMH-
(dhopmaniuu 1151 60abHOr0. BeposiTHO, MaueHToK MOXK-
HO HEe MH()OPMHUPOBATH O TOM, YTO y HHX MYKCKUE
TIOJIOBBIC JKeJIe3bI U OHM, TI0 CYTH JIea, UMEIOT MY>KC-
KYIO TIOJIOBYIO NMPUHAJISKHOCTD, XOTSI UMEIOT JKEHC-
Krie ()eHOTHII M MOJI0-POJIeBOE MOBeaeHHE. MOXKHO yKa-
3aTh, YTO Y HUX Ae(HeKT X-XpOMOCOMBI, U UX FOHAbI
HEOOXOIMMO YAJIUTh M3-3a BHICOKON CTEICHU PHCKa
O3JIOKaYECTBIICHUS B OymylIeM.

Komrutekc mmoceorneparimoHHON peaOuINTaIuy TaK-
e Ype3BbIYaiiHO BakeH. [1po0iieMbl TOpMOHATBHOM
3aMEeCTUTEIBHOM TepaIuu, CAMOMICHTU(DUKAITUH JINY-
HOCTH, COLIMAJIbHOW aIaTalliy KpaitHE CII0KHBI.

K coxanenuto, BOIPOC 0 COLMATLHOM, TICHXOJIOTH-
YECKOM U CEeKCyallbHOM ajanTallui TaKuX OOJbHBIX
OKOHHYATEIbHO He pemieH. KTo, B kakol (hopme 1 Kor-
J1a TOJDKEeH HH(GOPMUPOBATH HAIIMEHTKY 00 OTCYTCTBUU
MIEPCIICKTHB B BBIMOJIHCHUH PEITPONYKTUBHOMN (PYHKITUH,
HEOOXOIUMOCTH MU JUIMTEIBHOCTH 3aMECTUTEILHON
Teparuu — CIOKHEHIIas 3a1a4da s ICHXHATPOB, TH-
HEKOJIOT'OB, YHIOKPHHOJIOTOB U IICHXOJIOTOB, OOIITHPHAs
TeMa JJi Hay4dyHbIX HccleoBaHul. BeposTHo, qulib
KOJUICKTUBHBIC YCHITHS POIUTEIICH, TICXOIOTOB U M€-
JTUITMHCKUX PaOOTHUKORB MO3BOJIAT PEIIUTh MPOOIIEMyY
CaMOMJICHTU (YU KAIMH, OTIPEACIIAIONIYIO KaYeCTBO KU 3-
HH AIMEHTOB B JadbHEHIIIEM.
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