DOI: http://dx.doi.org/10.14341/probl2017633201-203

CASE REPORT

OBoTecTHKY.1sipHOE HApYIIeHue (hOPMHUPOBAHMS N0 Y NALUEHTA

¢ Kapuotunom 46,XY
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OBOTeCTUKYASIpHOE HapyLueHne (hopMMPOBaHUs MOAA 46,XY SIBASIETCSt PEAKMM BapMaHTOM MaTOAOrMYecKon AndepeHUnpoBKH ro-
Haa. Y nauverTa B Bo3pacTe 1 roaa 3 Mec OTMEYEHO ABOWMCTBEHHOE CTPOEHME HapyKHbIX MOAOBbIX OPraHOB, OTCYTCTBME MAALMMPY-
eMbIX roHaA 1 kapuoTtun 46,XY. [Npu BU3yaAM3aUmMm NOAOCTM MaAOro Tasa Obina OOHapy»keHa MaTka. [OHaAbl pacroAaraAmMch Ha Ma-
TOUHbIX TPyBax M MAaKPOCKOMUYECKM BbIFASIAGAM KaK OBOTECTMC: KaXKAasi FOHaAa COCTOSIAA M3 ABYX OTCEKOB, Pa3A€AEHHbIX MPOCAOMKON
COEAMHUTEABHOM TKaHW. [pK rMMCTOAOrMHYECKOM MCCA@AOBAHMM HaCTb FOHaAbl OblAd MPEACTaBAEHA TKaHbIO SIMYHMKA, MMeAa AeAeHue
Ha KOPKOBOE M MO3rOBOE BELLECTBO, COAEPKaAa MPUMOPAMAAbHBIE (DOAAMKYAbI C BbIPAKEHHBIMU AUCTPOMPUHECKUMM U3MEHEHUSIMM;
ApYTMe yHaCTKM NPEeACTaBASIAM CODOM HE3PEeAbI SMUTEAMI KaHaAbLIEB C MPOAMQEPATUBHBIMU M3MeHEHUIMU. B AaHHOM cAydae 060-
CHOBaH BbIOOP XEHCKOrO NMOAA BOCMIUTAHMS], ONPEACASIIOLLMIA BO3MOXHOCTb aAanTaUMn B MEPUOA MOAOBOIO CO3peBaHusl. Ha ocHoBaHMK
MMCTOAOTMYECKOTO MCCAEAOBaHUSI BbiIDpaHa TaKTUKa XMPYPrUYeCKOro AeYeHUs!, MPUHSTO pelleHre O NPOBEAEHUM FOHAAIKTOMMUU.

KatoueBble caoBa: 0BOTeCTUC, 46,XY HapylweHue (hopmmpoBaHmsi MoAa, KAMHUHECKMIA CAydan.

Ovotesticular disorder of sexual development in a patient with 46,XY karyotype
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A 46,XY ovotesticular disorder of sexual development is a rare variant of pathological gonadal differentiation. A 15-month-old
patient had ambiguous external genitalia, no palpable gonads, and the 46,XY karyotype. The uterus was detected by imaging of
the lesser pelvis. Gonads resided on the fallopian tubes and macroscopically resembled ovotestes: each gonad consisted of two
compartments separated by a connective tissue interlayer. Histological examination showed that one gonadal portion consisted
for ovarian tissue, was differentiated into the cortical and medullary matter, and contained primordial follicles with pronounced
dystrophic changes. The remaining portions consisted of immature tubular epithelium with proliferative cellular changes. The
decision about bringing up as a female with possible adaptation during puberty was justified in this case. The surgical approach

was selected on the basis of histological examination and a decision on performing gonadectomy was made.

Keywords: ovotestes, 46,XY disorder of sexual development, case report.

OBOTECTUKYJISIPHOE HapyllieHre (hOPMUPOBAHMS T10JIa
(OT H®II) stBasteTcss peIKUM BapUaHTOM IaTOJIOTHYE-
ckoit nuddepeHmpoBky roHan. Hambosee yactoii mipu-
YUHOI SIBJISTIOTCS pa3/IMYIHbIe BAPUAHTHl TOHOCOMHOTO MO-
sanimsMa. Kaprotnn 46,XY nMerot He 6osee 7% maiyieH-
T0B ¢ OT H®DII. B 3KcrieprMeHTaIbHBIX paboTax MoKasa-
HbI MOZIJIM Pa3BUTHSI OBOTECTHUC B pe3y/ibTaTe HapyIlIeHUs
COOTHOIIIEHNST ayTOCOMHBIX T€HOB, PETYJIMPYIOIINX OBa-
pUaTbHBIE U TECTUKYJISIPHBIC YT pa3Butus [1, 2].

KiaccuyeckuM BapMaHTOM OBOTECTUC — SIBJISICTCS
JIBOMCTBEHHAs] abMOMMHAJIbHAsl TOHAlla, COCTOSIIas W3
OTJIEJIbHBIX OTCEKOB PA3IMYHOM 10 CTPYKTYpe TKaHU. [1st
Bepudukanym OT-H®DIT Heo6X0oaMMO THCTOJIOTMYECKOE
HCCIIeOBaHMe, TIOATBEPXKAAIOIIee HAJTMUKE OBApHATbHOM
M TECTUKYJISIPHOM TKAHU B cOCTaBe ogHoM roHansl [3]. Oc-
HOBHBIMM KJIMHMYECKMMMU 3a1adyaMy IPY BeACHUM TTalv-
eHToB ¢ OT-H®II siBnstioTcst BEIOOP IM0J1a M OIpeAesicHIe
XUPYPrUYEeCKOM TAKTUKK B OTHOIIIEHWY TOHA]I.

Onucanue cayvas

Pomurenu maumenTa 1 roga 3 Mec o6paTUINCH C XKa-
JiobaMu Ha HEMNpaBUIIbHOE CTPOEHUE HAPYXKHBIX MOJIO-
BbIX OpraHoB pedeHka. M3 aHaMHe3a u3BeCTHO, UTO IIpU

POXIeHUU pebeHKa (PeHOTUITMYESCKMIA 10T He OIpelie-
sneH. Ha ocHoBanum kapuotunupoBaHust (46, XY) u
JAHK-muarHoctuku (Hanuuue SRY-reHa) ObUT 3aperu-
CTPUPOBaH B MyCKOM mojie. [Ipn ocMoTpe B Bo3pacTte
1,5 roga poct 80 cM, SDS pocra: 0,02, maccatena 10 kr,
HUMT 15,6 xr/m?. HapyxXHbIe TT0JIOBBIE OPTaHbI UMEIOT
JIBOMCTBEHHOE CTPOCHHUE: JJAOMOCKPOTAIbHbIE CKIaIKU
MOJTHOCTBIO PACIEIUIEHbI, TOHAIBl HE TaJIbIIUPYIOTCS;
KauTepodaaioc JIMHON 3 ¢cM, KaBEepHO3HbIE Tejia, To-
JIOBKa c()OPMUPOBAHBI; OTBEPCTUE YPETPHI OTKPHIBACT-
Cs1 Ha TIPOMEXXHOCTH.

O6cnenoBaHMe pedbeHKa BKIIIOYaIo 3Xorpauio Ma-
JIOTO Ta3a, JIAMapOCKOIMIO 1 IIMCTOCKOITUIO; OIpeesie-
HUE TeCTOCTEPOHA, 3CTPaaroJia U aHTUMIOJIJIepOBa rop-
MoHa (AMI') B CbIBOPOTKE; TMCTOJIOTUYECKOE UCCIIEn0-
BaHUE MHTPAOIEePallMOHHOI0 MaTepuasia TOHa U LIUTO-
TeHETMYECKOe MCCJIeIOBaHUEe MaTepuaia TOHal METO-
nom JIHK-30H10B.

Pe3yAbTatbl husnkarbHOro, AabopaTopHo-
ro U MHCTPYMEHTAAbHOIO UCCACAOBAHUS

[pu BU3yamM3anumy MoJOCTH MaJIOTo Ta3a OOHapy-
’KeHa MaTkKa ¢ IIeikoi, Biaraauiie. [1o TaHHBIM YJb-
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KAMHWYECKI CAYHAN

TPa3BYKOBOI'O CKaHMPOBaHUsI, JieBasi TOHana ObLla pac-
IIEHEeHa KaK SUWYHUK 00beMoM 3,7 cM® ¢ (POJTUKYIaMu
no nepudepun B KOJUYECTBE A0 7—8 B OJHOM II0JIE
ckaHupoBaHus. [1pu JlamapocKONMMYecKoil BU3yaau3a-
LIMK JieBasi TOHajga COCTosIa M3 JIBYX OTAEJIOB, YETKO
pasneeHHbIX MEeXIY COO0M MPOCIONKON COeAMHUTEb-
HOM TKaHU; IpaBasi TOHaa TakxKe COCTosIa U3 IBYX OT-
IIeJIOB, UMesa 00beM He 6oitee 1 cM’. B ogHOM U3 oTe-
JIOB KaXXITOW TOHaAbl OMpenesssIuCh OBapuaibHble (HOoJI-
JuKynasl. Ilpy mpoBeneHUMM UHUCTOYPETPOCKONUU Ha
paccrossHuM 0,5 cM OT MeaTyca OoIpenensieTcss BXOI BO
BJIaraJIMille, KOTOPOE XOPOIIIO Pa3BUTO, CBOOOIHO MPO-
XOIMMO JJIsI LIMCTOCKOTA, UMeeT JUIMHY OKOJIO 5 cM, 3a-
KaHYMBaeTcs Ieiikoir matku. Psggom pacronaraercs
BXOJI B YPETPY, BEAYIIYIO B MOYEBOM ITy3bIPb.

IIpu ropMoHaJibHOM 00CJI€NOBaHUU YPOBEHb Te-
CTOCTEepOHa Ha (POHE CTAaHTAPTHOTO CTUMYJISILIUOHHOTO
TecTa XOPMOHUYECKUM TOHAAOTPOITMHOM — 9,5 HMOJIb/;
ypoBeHb AMI — 115 Hr/mi1, actpaguona — 17 Tir/MiI.

B xoze nanapockonuu npaBasi ToHaaa Obuia yaase-
Ha. [IpoBeneHa cenapaliius JieBOi roOHaabl MO JUHUU CO-
€IUHUTEIbHOTKAHHOM MEeperopoiku ¢ yaajJleHueM Te-
CTUKYJIIPHOTO KOMITIOHeHTa roHaasl. [IpoBeaeHa ouo-
TICUsI OBapUAJIbHOT'O OTCEKa JIEBOI TOHAIbI.

T'ucronornyeckoe ucciaeqoOBaHUE WHTpaolepalu-
OHHOIO MaTrepuaja TroHaj IoKa3ajlo Haduyue TKaHU
SIMYKA U SIMYHMKA, pa3neeHHbIX (MOPO3HOI ITPOCIOii-
koii. TkaHb siMyHMKa (puOpo3MpoBaHa, AeJeHHE Ha
KOPKOBBIII U MO3TrOBOIi CJIOoil HeyeTKoe. B KopkoBoM
CJIO€ OMPENEISIIOTCSl MPUMOpPIUAIbHbIE (OJTUKYIBI C
BbIPaXEHHBIMU ~ OTUCTPODUYECKUMU  U3MEHEHUSIMU
(puc. 1, Ha uB. BKaeiike). TkaHb sMUKa pa3do1Ta Ha 10Jb-
K1 (UOPO3HBIMU MPOCIOMKAMM, €AUHUYHbIE MUKPO-
KaJdbLUWHATHI. B anuTennu KaHaableB pe3KO BbhIpaXKeH-
Hble aucTpoduyeckue U mpoardepaTuBHbIE U3MEHe-
HUS: YBEJIMYEHUE pa3MepoB KIIETOK, SIIep, TUIepXpo-
Mus sinep. KieTku ciepMaToreHHOro SIUTeNusT paciio-
JIaraloTcsl XaOTUYHO M HaXOHSTCSl B pa3HOU CTereHu
3penoctu. OOpaialoT Ha cebs BHUMaHUE KpPYIHbIE
KJIETKM C YEeTKO OIpeAeiseMbIM SIIPOM U HaJluyueM B
HEM SIIPHIIIEK — MOJIOBbIE KJIETKU (PHC. 2, HA 1B, BKJIEi-
Ke). Takoe cTpoeHre CriepMaTOreéHHOIO MUTENS COOT-
BETCTBYET OpraHM3alluu, XapakKTepHON ISl aHTeHa-
TaJbHOTO nepuonaa [4].

FISH-ananu3 ¢ nabopom JIHK-30H10B, cneunduy-
HBIX K LIEHTPOMEPHBIM paitoHaMm xpomocoMm X (DXZ1) u
Y (DYZ3), 6bU1 BBITIOJHEH HA MHTpAoIepalliOHHOM Ma-
Tepuasie roHan. [1pu aHanuze uHTepda3HbIX SAEp B IIpe-
rapaTax U3 HeKyJbTUBMPOBAHHBIX KJIETOK OBOTECTUKY-
JISPHO TOHAMbI BBISIBJICHO IO | KOMUM TOciea0BaTe b-
HOCTH, CIlelIM(UYHON 1IEeHTPOMEPHOMY palioHY XpOMO-
coM X u Y. IoarBepxxaeH My>KCKOI KapUOTUII, YUCIIO-
BBIX OTKJIOHEHUI TT0 XxpoMocoMaM X M Y He BBISIBJICHO.
MorekyisapHO-TeHeTUYeCKasl TUarHocThKa Obula Ipo-
BereHa B UHcTuTyTe netckoit aHnokpuHonoruu SHII B
paMKax Mporpammbl «Ayb(ha-DHI0» METOAOM IMapa-
JIETLHOPro CEKBEHMPOBAHUS Ha TTaHEIU F€HOB Hapylle-
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HMST (POPMUPOBAHMS T10J1a; HA JAHHBI MOMEHT I'eHETH-
yecKasl IIpUYMHa 3a00JIeBaHUS HE YCTAHOBJICHA.

Ha ocHoBaHUM pe3yJIbTaTOB MPOBEICHHOIO 00C/IEno-
BaHUS OBUT BhICTABJICH IUarHo3: 46,XY, OBOTECTUKYIISP-
Hoe HapyllieHue (opMUpoBaHUs MoJa. B xome KimHude-
CKOT'0 KOHCWJIMYMa C y9acTUEeM POAMTEIIei ObLIO IPUHSITO
pellieHre O BOCITUTAaHUM PeOeHKa B XKEHCKOM TI0JIE.

Ha ocHoBaHMM pe3yJIbTaTOB TMCTOJIOIMYECKOTO UC-
cJenoBaHMs ObLIO IPUHSTO pellleHHe O MPOBEACHUU
TOHAIPKTOMUU C TOCICAYIOIIMM IPOBEACHUEM 3aMe-
CTUTEJIPHOM Tepanuu B IIEPUO ITOJIOBOTO CO3PEBaHUS.

OO0cyxaenune

OcHoBaHMEM TSI BRIOOPA 3KEHCKOTO T10JIa BOCITHTA-
HUs Yy JAHHOTO IaIlMeHTa SIBWINCH (heHOTHITMYECKOE
CTPOCHME HAPYXKHBIX T€HUTAINI, XOpolllee pa3BUTHE
MIOJUICPOBBIX CTPYKTYP — MaTKH, BJarajuniia, olpene-
JISIIOIIMX BO3MOXKHOCTD afgalTallid peOeHKa B IIEPUOI
ITOJIOBOTO CO3peBaHMS Ha (pOHE IPOBEICHMST 3aMECTH-
TeabHOU Tepanuu. OBOTECTUKYJISIPHBIC TOHAIBI TAIIM-
€HTa MMENIM TUIIMIHOE MaKpPOCKOIIMYECKOe CTPOCHME:
Kaxkmast TOHAIa COCTOSIa M3 ABYX KOMIIOHEHTOB, Y€TKO
pa3meJIcHHBIX MEXOy CO000il COeOMHUTEIHbHOTKAHHOM
IeperopoaKoii. BeIOpoc TecTocTepoHa B OTBET Ha CTH-
MYJISILIIO XOPUOTOHMHOM CBUICTEIBCTBOBAM O YaCTHY-
HO coxpaHHOI (yHKUMU KieTokK Jleiimura. Mcrounu-
KOM BBICOKOTO YpoBHSI AMI’ MOXXHO cUmTaTh He3pelble
MpUMOpINaIbHbIe (DOJUTUKYIIHI [5].

CornacHO JaHHBIM JUTEpaTyphl [6—8], coxpaHe-
HUE OBapUaJIbHBIX YacTeil ToHan y neBodek ¢ OT-HOPII
OIpeAeIIsieT BO3MOXHOCTb CAMOCTOSITEIBHOTO ITy0epTa-
Ta. ITalMeHTKN ¢ OBOTECTUC MOTYT UMETh HOPMAJIbHO
pa3BUTHIE MOJIOYHBIC KeJIe3bl, MEHCTpyHupoBaTh. Bo3-
MOXHOCTh COXpaHEHHs OBapUAaJbHBIX KOMITOHEHTOB
OIIpeAeIISICTCS TUCTOJIOTMIECKIM CTPOSHNEM TOHAIBI —
MpUCYTCTBUEM UG GepeHIMPOBAHHON OBapHUaIbHOM
TKaHU, OBapUAJIbHBIX (DOJITUKYJIOB pa3INIHON CTEIICHI
3penoctu. HenuddepeHpoBaHHble TOHAObl MOAJIE-
XaT 00s13aTeIPHOMY YIAJICHUIO B CBSI3M C BRICOKUM pPH-
CKOM MX MaJIUTHU3AIINH.

C 1ebio oIpeaeIeHus] ONTUMAIbHOM TaKTUKK Ha
IIepPBOM 3Talle XUPYPTAYECKOTo JeUeHUs ObLIa IIpoBe-
JIeHa celmapaliys IIpaBoil TOHAIBI ¢ YIaJICHUEM INCTeHE-
THYECKOIO TECTUKYJISIPHOTO KOMIIOHEHTa, OmoIcHeit
OBapHAIbHOM TKAHW U MOCICOYIOIMNMH THATHOCTHYC-
CKMMU HUCCIICIOBAaHUSIMU Ha MaTepuaiie roHan. st uc-
KJTIOUCHMST CKPBITOIO TOHOCOMHOT'O MO3aWIIN3Ma OBLIO
IIPOBEICHO MOJICKYJIIPHO-IIUTOTCHETHIECKOE UCCIICIO-
Banne MetonoM FISH-mmarHoctnku, B pe3ynbrare Ko-
TOPOTO YMCJIOBBIX OTKJIOHEHMH 10 TIOJIOBBIM XPOMOCO-
MaM He BBISIBJIEHO, MOATBEPXKAEH MYKCKOI KapUOTHUII.
PasButure oBoTecTrc mipu Kapuotuiie XY SIBIISICTCS pell-
kM BapuantoM OT-H®II. B 2009 r. D. Wilhelm u
L. Washburn [9] mmoka3anm, 4To pa3BUTHE OBOTECTUKY-
JISIpHOU TOHAnmpl ¥y XY-0co0eil MpocaekNBaIOCh B TeX
CITyJasix, KOTraa SKCIIPECCHs TECTUKYI IeTePMUHUPYIO-
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mux reHoB (SRY, SOX 9) 6b11a HeJOCTaTOYHO AJIsI MO~
JaBJIEHUsI OBapUAJIbHOTO MYTH Pa3BUTHSI.

Pe3ynbTaThl THCTOJIOIMYECKOTO MCCIIEIOBAHMS TO-
HaJl Halllero MalMeHTa MoKa3ajld HaJludue He3peson
TECTUKYJISIPHON TKaHM C BBIPaXXEHHBIMHU TIpoJmdepa-
TUBHBIMU U3MEHEHUSIMU, MUKpOKaJIbLIMHAaTaMU. B TKa-
HM IMYHMKA OTCYTCTBOBAJIO YETKOE JeJICHIE Ha KOPKO-
BO€ 1 MO3roBoe BellecTBO. IIpumopauanbHbie (hosin-
KYJIbI, OIpeneisieMble B OBapUajbHOM YacTU TOHAIbI,
HMMeJId BhIpaKeHHbIe AUCTpodudeckre ndmeHenus. Ha
OCHOBAaHMU 3TUX NAaHHBIX ObUIO MPUHSTO pEIIeHHEe O
MPOBEACHUY TOHATIKTOMUM.

3akAloueHue

Bri6op nona y nanmenra ¢ OT-H®IT mpoBoauics
Ha OCHOBAaHUU COBOKYMHOCTU JAHHBIX: (DEHOTUITMYE-

CASE REPORT

CKOTO CTPOEHUS TeHUTANIA, (DYHKLIMOHATBHOIO COCTO-
SIHUSI TOHAJI, BO3MOXHOCTEH XUPYPrUYecKOil KOppek-
LIMM ¥ TIEPCHEeKTHUBBI aJanTalvy IallMeHTa B IEepUO.
MTOJIOBOTO CO3peBaHusl. XUPYPrUUeCKyo TaKTHKY MIJIsI
MalKeHTa ¢ OBOTECTUKYJISIPHBIM HapylueHueM GopMu-
pPOBaHMSI T0JIa ONPEAEINIO MOP(MOIOrHUECKOE CTPOE-
HHME U CTETEHb 3PENIOCTH CTPYKTYPHBIX KOMITOHEHTOB
OBOTECTUKY/ISIPHOWM TOHAIBI.

JOIIOJTHUTEJIIbHASI TH®OPMALIU S

Cornacue nauuenta. Martb naiueHTa 100pOBOJIBHO MOIIMCcaIA
MHGOPMUPOBAHHOE COIJIacMe Ha MyOJMKAUMI0 MEIULIMHCKOW WH-
dopmannu o pedbeHke B 00e31mueHHoi (popme B xkypHase «[Ipobie-
MbI 9HIIOKPUHOJIOTUW».

KonduukT unTepecoB. ABTOpPbI JEKJIAPUPYIOT OTCYTCTBUE SIBHBIX
U MOTEHLMAIbHBIX KOH(GIMKTOB MHTEPECOB, CBSI3aHHBIX C IMyOIMKa-
LIMei HacTOsLIEH CTaTby.
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K cratbe H.IO. Paiizopoockoii u coagm. «OBOTeCTHKYISIPHOE HApylIeHHe (DOPMUPOBAHMS MO
y nanpeHTa ¢ kapuorunom 46,XY»

Puc. 1. MMKpOCKOﬂM‘IECKaSI KapTuHa TKaHU SIUYHUKA: AM(b- Puc. 2. MMKpOCKOI’IM‘IeCKaSl KapTuHa TKaHU sinika: IMUTEAUI
CbepeHl.lMpOBKa Ha KOpKOBbIﬁ U MO3roBoMm C/\Oﬁ, B KOPKOBOM KaHaAbUEB He3pe/\|,u71, C AMCTpOCbM‘IeCKMMM n npOAMcbepa-

CAO€ TPUMOPAHAAbHbIE CbOAAMKYAbI C AMCTpod)MHeCKMMM TUBHBIMU U3MEHEHUSAMMU.
U3MEHEeHUsIMHU. OKpacka reMaTOKCHJIMHOM U 303MHOM, YB. 250.
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