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ANDROGEN INSENSITIVITY SYNDROME: 12 YEARS OF OBSERVATION
V. V. Litvinov

SUMMARY

The article describes the clinical case of a patient with complete androgen insensitivity syndrome
(CAIS). Precise diagnosis of CAIS required clinical and hormonal investigation. In 1997 and 2008, the testes
were laparoscopically removed. Hormone replacement therapy with oestrogen allowed further development
according to female phenotype. The patient is reasonably adapted in her social life.

CUHOPOM TECTUKYNSIPHOI ®EMIHI3ALLIT: 12 POKIB CNOCTEPEXEHHSA

B. B. JlutBuHoB

PE3IOME

Y cTaTTi OnMcaHo KNiHIYHMI BUMAA0K CMOCTEPEXEHHSA 3a NauUieHTKOK 3 CMHAPOMOM TECTUKYMAPHOI
demiHizauii (CTP). Ans giarHocTvkn CTO npoBoANMM KMiHIYHI Ta rOpMOHanbHi gocnigxeHHs. Y 1997 i 2008
pokax nanapockoniyHo 6ynu BuaaneHi seyka. 3aMicHa ropmoHanbHa Tepanis ecTporeHamu crnpusna
nofanbLUOMy PO3BUTKY BiANOBIAHO A0 XiHo4oro deHoTtuny. MauieHTka gobpe aganTyBanacs y rpomagcbkomy

KUTTI.

KntoueBble cnoBa: CUHAPOM TeCTVIKynSIpHOIZ (peMI/IHVBaLWIM, AWArHOCTUKa, nevyeHue.

Cunapom TecTrkyspHoi pemunuzanyn (CTO) xa-
paKkTepu3yeTcst YaCTUYHBIM WITH TIOJTHBIM OTCYTCTBHEM
4yBCTBUTEJILHOCTH KJIETOK K aHIPOreHaM, YTO BEAET K
(hopMHPOBAHMIO XEHCKOTO (peHOTHMA MPU TeHOTHIIE
46XY. [Tarorene3 CT® yaine Bcero o0yca0BIeH OMHUM
U3 1e()eKTOB reHa peLenTopa K aHAporeHaMm, KOTopblit
pacroyiokeH Ha KOPOTKOM Tuiede X-XpoMocoMal [1].
OnHa 1 Ta )xe MyTallMs pelenTopa K aHIporeHam cro-
coOHa NMPHUBOIUTH K 3aMETHO Pa3MyaroIUMCs CTere-
HSIM MacKyJIMHU3am [2].

B3pocinbie 6obHbIE ¢ osHOHN Gopmoit CTD oTnm-
YaIOTCs )KEHCKUM TEJIOCTI0KEHUEM C pa3BUTHIMU MOJIOY-
HBIMH JKeJIe3aMH1, CKYTHbIM JIOOKOBBIM 1 ITOAMBIILIEYHBIM
OBOJIOCEHHEM, OTCYTCTBHEM BHYTPEHHHX MOJIOBBIX Opra-
HOB ! CJIETO 3aKaHYMBAIOLIMMCS BJlarajIMLIHbIM MELIKOM.
I'myOuHa Bnaranuina MOXET BapbUpOBaTh OT HOPMaJlb-
HO# 110 ykopoueHHoit. KommiekcHoe oOcnenoBaHme Ta-
KUX OOJTBHBIX COCTOUT U3 MEANKO-T€HETHYECKOTO KOHCYITb-
THPOBAHUSI, KAPUOTUITUPOBAHUSI, ONIPEIETIEHNS MTOJIOBBIX
TOPMOHOB B CBHIBOPOTKE KPOBH M YIbTpacoHorpaduu
opraHoB majioro Ta3a. [onaab! y 60nbHbIX ¢ CTD 0b6na-
JIAIOT BBICOKMM PUCKOM MAJIMTHU3ALWH, B CBA3U C YeM
TIOJIOBBIE JKeJIe3bl PEKOMEH/IYIOT COXPaHSTh J10 3aBepliie-
HUsI MyOepTaTHOro nepuoia ¥ KOHCTUTYLIMOHAJIBbHOTO
(hopMUpOBaHUS C MOCEAYIOLUINM UX YAaJeHHEM C TIOMO-
HIBIO JIATTAPOCKONIMYECKO TOHAIIKTOMUH [4-6].

Cpeny Moux MalMeHTOB C IWArHOCTHPOBAHHBIM
CHHIPOMOM TECTHKYJISIpHON (PeMUHHM3ALUKN eCTh CITy-

Yaii, TPOCJICKEHHBI OT MOMEHTA NTUArHOCTHAKH U TIPO-
BE/ICHUsI OTMepaTHBHOrO JiedeHus (TOHAIIKTOMHN) Me-
TOLOM ONEPATUBHOI JlJanapockonuu B 1997 1. 1o 2008 r.

[MammenTka K., 14 net (B 1997 1.), o6parmnacs B Mex-
pPErMOHANBHBIN LIEHTP TIAHUPOBAHUS CEMBU U PENPO-
JIYKIHU YeloBeka (B TO BpeMs s paboTai pyKOBOAUTE-
JieM 3Toro 1eHTpa B . CuMmpepornore) ¢ xkanodbamu Ha
MEepPBUUHYIO amMmeHopero. B Bo3pacTe 4 net npousseneHa
MIPABOCTOPOHHSIS MaxX0Basi TePHUOILIACTHKA, IPU KOTO-
poIii B cOCTaBe rpblKEBOT0O COAECPAKUMOr0o OOHApYXKEHA
TKaHb, OJIM3Kasg K TakoBOW snuka. [Ipu reHetnueckom
00cre10BaHUM MALMEHTKH YCTaHOBJIEH KapuoTun 46XY.
K MomeHTy o0palleHus Hapy>KHble FeHUTAJIUH TIOJTHOC-
THIO COOTBETCTBOBANM JKeHCKOMY (eHotumy. [Tonmbl-
IeYHOE U TOOKOBOE OBOJIOCEHHE OTCYTCTBOBAJIO.

[Tpu yneTpa3ByKOBOM MCCIEAOBAHUY B MAJIOM Ta3y
clpaBa BU3yaJIM3UPOBANOCH TMIIOIXOT€HHOE 00pa3o-
BaHMe pazMepamu 25X24 MM C aH3XOTE€HHBIM BKJIIOYE-
HUeM 21 MM, cleBa — runep3XoreHHoe o0pa3oBaHUe
pasmepamu 3 1x18 mm. Ilpu aHanu3e kpoBU Ha coep-
JKaHKMe CTePOUTHBIX TOPMOHOB OBbLITH BBISIBJICHBI MOBBI-
IIeHHBIE YPOBHHU TecTocTepoHa (26,21 umons/n), JII
(42,27 ME/n) u ®CI" (6,20 ME/n). ¥ nauuenTku obu1a
JnuarHoctuposana nojHas popma CTO® u pekomeHo-
BaHAa FOHAJI3KTOMUSL.

B utone 1997 r. npu onepaTuBHOI JanapoCKONUU
OBLJIO MOATBEPIKIACHO OTCYTCTBHE MAaTKH, MAaTOYHBIX
TpyO, CBSI30K U SIMUHUKOB € 00€UX CTOPOH. beuio yna-
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JIEHO pacroJiaraBlieecs ciieBa B 00JacTH MPOEKLNN
MaxXoBOii CBSI3KHM IKCTpanepuTOHeaTbHOE Oy XONeBU -
Hoe oOpa3oBaHue pazmepamu 30x25x25 MM, MsTKoi
KOHCHCTEHLINH, C TSKEM, HIOYIINM K CTeHKaM Ta3a. Co-
ITaCHO THCTOJIOTMYECKOMY 3aKIIIOUEHHI0, yoaleHHOe
o0pa3oBaHue SBISIOCH MHOTOKOMITOHEHTHOH TepaTo-
MO#i sinuka 6e3 mpu3HakoB ManurHuzauuu. Cnpasa B
0051acTy MPOEKIUH BHYTPEHHET0 KOJIbLIAa TaXOBOTO Ka-
HaJla SKCTparnepuToHeaabHO pacoaraioch OmyxoJe-
BUJIHOE 00pa30BaHNe MATKOBATON KOHCHCTEHIINH, Pa3-
Mepamu 25x25x20 MM, moanasiHHOE K nepeaHeid oprowi-
Holi cTenke. [locieonepaunoHHbIN TEPUO MALUEeHT-
KM MTpoTeKal 6e3 0CI0KHEHHH.

[Tocne onmepauuy manyeHTKa Moiyvyana 3aMecTH-
TeNbHYI0 ropMOoHanbHY10 Tepanuio (3['T) mpenapara-
MU CUHTETHUYECKUX ICTPOreHOB (6 MecsLeB) C MOocleny-
IOLIMM TEepPexo/IoM Ha KOMOMHUPOBAHHbIE OpalibHbIe
koHTpauentuBsl (KOK) B mocTosiHHOM pexxume. Brioc-
JIeZICTBHY MALMEHTKE TAKKe 100aBIISIIN 3CTPOreHcoaep-
*ammuii renb. Ha (poHe HenpepbIBHOTO NCTIONB30BAHMUS
3I'T ypoBHu ropmoHoB JII', @CT,, TecrocTepoHa CHU3M-
JIICBh 10 HOpMBIL. Yepe3 7 JieT noce onepaiuuy nauueHT-
Ka BbILIJIa 3aMYX.

B 2005 r. npu nposenennn Y3U B obnactn npoek-
1M «ITPaBBIX MPHUIATKOBY» 0OHAPYKEHO OBOMAHOE 00-
pa3oBaHue cpeaHeil 9XOreHHOCTH pasMepamu 44x30 Mm.
[Tpu nocnenyroliemM HaOIOICHUH B TeUEHUE 3 JIeT YPOB-
HU OHKOMapKepoB (IpocTaTudeckuii crieruduyeckuit
antureH u CA-125) 6but1 B penenax HopMbl. B nexabpe
2008 r. nauneHTKe MpoBeIeHa JanapoCKonus B I. Mock-
BE C yJaJieHHeM paclojlaratolierocsi peTponepuToHe-
aJbHO cripaBa 00pa3oBaHus pa3MepoM 25x35 MM xere-
3UCTOM cTpyKTYypHl. [IpH ructonornyeckom nuccienona-
HUM 00pa3zoBaHue ObUIO MPEICTABIEHO TKAHAMHU SIMYKa.

Bonpoc o conmanbHO#, MCMX0nornieckoi 1 cekcy-
aNbHOM afanTalunyi TakuX OOJBbHBIX OKOHYATENbHO He
peten. O cBOeM MCTMHHOM JMarHo3e MaluneHTKa He 3Ha-
eT J10 cux nop. PonnTenu nmocunranu Heuenecoodpas-
HbIM UH(OopMUpOBaTh ee. [lanneHTka OblIa 3aMysxem 4
roja, paboTaeT Ha MPECTUKHON UHTEJIEKTyallbHOH pa-
6ote. B HacTos1Iee BpeMs ee pocT paBeH 175 cm, Bec —
64 xr. Onienka CT® mno mkane Kynrm [3]— 7 6amios.

CANYYHAN N3 NPAKTUKMHN

JIaHHBII KTMHUYECKUIA CITyqaii CITy’KHUT TOATBEPK-
JNIeHHEM HeoOXOOUMOCTH 00CeI0OBaHUs MALUEHTOK C
nucrenesueii ronan Ha CTO, a Taxxke npumeneHus 31T
C 3CTPOreHCcOoAepKANMHU MpenapaTaMu Ul AalbHeH-
mero (OpMUpPOBAHUS JKEHCKOTO (peHOTHNA U Mpodu-
JIAKTUKK OCTEONOpPO3a.
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1. lucreHesus roHaja y 1€BOUYEK sIBISETCA MMOKa3a-
HueM 1 oocnenoBanus Ha CTO.

2. 3amecTHTENbHAS TEpaIHs 3CTPOreHaMH TOCTATOY-
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3. dunamuyeckoe HabmoneHue, Y3M u KOHTpOIb
TECTOCTEPOHA B AMHAMUKE MO3BOJISTIOT OLIEHUBATh 3(-
¢extuBHOCTH 3T ¥ KOHTPOIMPOBATH OTCYTCTBHE, BO3-
MO>KHO! aKTMBHOCTH KJIETOK FOHAJ B ITOCTIEONepalioH-
HOM MepHoe.
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