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Pe3ome. B craThe onucana penkas naTojorusi — omy-
XOJIb SIMYHHUKA U3 kiaetok Cepronu-Jleliaura mpu cuHApoMe
Mayer-Rokitansky-Kiister-Hauser (MRKH). IIpencrasmue-
HBI JJaHHBIC JINTEPATyPHI M0 TUATHOCTHKE U JEUCHHIO OITy-
xoJeil suunuka npu cunapome MRKH.

KiroueBble c/i0Ba: OIMyXONH SMYHUKA U3 KIETOK
Cepronu-Jlefinura, cuaapom Mayer-Rokitansky-Kiister-
Hauser, nanapockonus.

Cungpom Mayer-Rokitansky-Kiister-Hauser
(MRKH) — BpoxneHHass ManbhopManus, OCHOBHBI-
MH KJIACCHYECKHMHU XapaKTepHUCTUKaMH KOTOPOH
ABISIFOTCS: aIuIa3usl BIarajuiia U HOpPMaJbHbBIE Ha-
PYKHBIE TIOJIOBBIE OpPTaHbl; OTCYTCTBHE MAaTKH WIN
HaJIMYMe MaTOYHbBIX Py IMMEHTOB; HOPMAJIbHO Pa3BHU-
Tele W (YHKIHOHHUPYIOIIUE SUYHUKH; HOPMaJIbHO
pa3BHUTBIE MaTOYHbIE TPYObl; HOPMAJIBHO Pa3BHUTHIC
BTOpPHYHBIE MOJIOBBIE MpU3HAKU U 46-XX KapuoTHUI
[1-8]. Yacrora BcTpewaemoctu cunapoma MRKH
cocrasiser oauH ciydait Ha 4000-5000 poauBIIMXCS
nesouek. B Hactosmee Bpems cuaapom MRKH pas-
JensiloT  Ha aABe cyOkareropum: | THO
(m3onmmpoBanHeil) w Il TEHm WM accommanysa
MURCS (amna3ust mporoka Miillerian, mouednas
JUCIUIA3Usl M CETMEHTApHbIE AHOMAJIMU ILIEHHO-
rpyaHOro otnena, ¢ anrauiickoro: Miillerian duct
aplasia, Renal dysplasia and Cervico-thoracic Somite
anomalies) [1, 9, 10].

AHanu3upysi JaHHbIE JHMTEpaTypbl YCTaHOBIIE-
HO, YTO KHCTO3HBIE U OIYXOJIEBUIIHbIE 00pa30BaHUs
SUYHUKOB SIBJIIIOTCS JOCTATOYHO PEAKOH IaToJIOrH-
ell npunatkos npu cunapome MRKH [4, 5, 11-15].

OO1mas xapakTepuCTHKA MAIEHTOK C OIMyXO0JIsi-
MU SUIHUKOB TIpu cuHIpome MRKH, omybmikoBaH-
HBIX B 3apyOeXHOH nHTepaType, NMpecTaBlIeHA B
tabmure 1. CpenHuil Bo3pacT OONBHBIX C OIyXOJISAMHA
suIHUKOB TIpu cuHIpomMe MRKH cocrasun 44,1+9,1
JIeT U BapbUPOBAJT B AOCTATOYHO OOJNBIIOM HANa3o-
He oT 4 [8] 70 79 net [4]. OCHOBHBIMH CUMIITOMaMH
OILyXOJIEH SIMYHUKOB y [AHHOW KAaTEeropuu NalUeH-
TOK ObLTH 0O0JH, MANBIIUPYyeMOe 00pa30BaHUE MaJIO-
ro ta3a u acuur [4, 8,9, 11, 14, 15].

Jns 1MarHoCTHKM OIyXOJIeH SIMYHUKOB I
cunapome MRKH uncnons3oBanuce kak paguonoru-
gekre metoanl (Y3U, KT u MPT), tak u nuamazoH
pakxoBeix mapkepoB (CA 125, B-hCG) [5, 8-10, 14,
15]. JoctaToyHO HWHTEPECHBIMH CIIEAYEeT CUYHTATh
pasBUTHE OITyXOJIEH [OMOJIHUTEIbHBIX SUYHHKOB
npu cuaapome MRKH [10, 12].

Crenyet OTMETHUTD, YTO NPH JICYEHUHN OIyXOJIEH
AUYHUKOB npu cuHapome MRKH BbinonHsnucs kak
panuKaibHble XUPYprHUECKHEe BMeIaTeNnbcTBa [5],
TaK 1 KOMOMHUPOBAaHHOE JICUCHNE — XHUPYPTrHUECKUI
+ xumuortepanus [11, 12, 14]. IIpu paguxansHOM
XUPYPrHYECKOM JICYEHHH [Wara3oH BMEIIAaTeIbCTB
BapbUpPOBAJT OT CAIBIMHIOOBAPIKTOMHMHU JI0 THCTEp-
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9KTOMHH C JIBYXCTOPOHHEH CaJIbIIMHIOOBapIKTOMEH
C pe3eKUMEN BOBJICUEHHbBIX B HEOIUIACTUYECKUMN MTPO-
IIECC OTICJIOB TOHKOW W TOJCTOH KWIIKH [4, 5, 7, 9-
11, 14]. OMEHTIKTOMHUS BBIIOIHSIACH B OOJIBIIIMHCT-
BE CI[y4aeB M pacCMaTpUBAIACh KaK O00sI3aTEIbHBII
3Tan IpU MOAO3PEHUN Ha 3JI0KaYeCTBEHHOCTH OILy-
xonu ssmanamKa [11, 12, 13, 14].

IIpu rucTONOrMUECcKOM HCCIEI0BAaHUN YCTaHOB-
JIEH JIOCTaTOYHO LIMPOKHUI IUAa30H OIyXOJIeH sud-
HUKOB npu cu"apome MRKH, xoropslii BKIOYall:
OMyXOJb 3HIOJIEPMAJILHOIO CUHYca [6], OMyXoiu u3
kinerok Sertoli [4], pak swunmka [7, 12, 14],
He3penyro TeparoMmy [8], omyxoms Brenner [9],
mucrepMuHOMY [ 11], MynimHO3HYO IIICTaieHOMY [S].

JmrensHOE HAOMIOICHUE 33 TALUEHTKAMH C
cuaipomom MRKH mnponemoncTpupoBaio, 4ro B
pa3IuYHBIE CPOKH BO3MOXXHO BO3HHKHOBEHHE ITaTO-
JIOTHYECKUX ITPOLIECCOB B PYAWMEHTAaX MAaTKH, HOP-
MaJIbHO Pa3BHUTHIX U (DYHKIIMOHUPYIONIUX SUYHHUKAX,
MarouHblx Tpybax [11-15]. Cnexyer oTMeTHUTh, YTO
HauOOJIee YaCTOM MaTOJOrHeH, OMTUCAHHOW B JIUTEpa-
Type, SIBIISIOTCS JISHOMHOMBI MAaTOUYHBIX PYUMEHTOB
[2, 3]. B Toxe BpeMsi KUCTO3HBIE U OITyXOJIEBHIHBIE
00pa3zoBaHusl SIMYHUKOB BCTPEYAIOTCS JIOCTATOYHO
penKo, B IUTEpaType OMUCAHBI €AWHWYHBIC KIMHH-
geckue HaOmoaenus [4, 5, 6, 11]. B cBs3u ¢ peakoc-
TBIO ONyXOJIed SMYHHUKOB Ipu cuHapome MRKH
MIPUBOANM CIIEAYIOIIee KIMHUIECKOe HaOIroIeHHe.

Ilox HammM HaOMIOJEHNEM HAXOAWJIACH TaIie-
HTKa 38 7neT, koTopas obpaTmiachk C kamobaMu Ha
MOCTOSIHHbIE OOJIM BHHM3Y JKMBOTAa Ha MPOTSDKCHUU
MOCTIeTHUX YETBIPEX MECALIEB.

Anamnes. I3 anaMHe3a yCTaHOBJIEHO, YTO CEM-
HaJUaTh JeT Ha3aj onepupoBaHa no nosogy MRKH
CHH/POMA U BBIITOJIHEH OPIOIIMHHBIIN KOJIBIIONOA3 110
Hassinosy C.H.

ObvekmusHoe uccnedosanue. 1lpn OumaHyaib-
HOM HCCIICIOBAaHUY HEOBJIATANUINE C XOPOIIUM aHa-
TOMHYECKHM pe3yIbTaToM (mHa 7 C¢M, CBOOOIHO
MPOIyCKaeT JBa Haiblla). B mpoeKkmuu IeBBIX MpH-
JTATKOB OTPEAEIATCS MATKOAIACTHYHOE 00pa30BaHKe
Z£~10 cM, MOABMKHOE, HECKOJILKO 00JI€3HEHHOE.

Jlonornumenvuvie memooul ucciedosanus. buo-
XUMHUYECKHE aHAIU3bl U pakoBbie Mapkepsl (CA125,
B-hCG) B mnpenmenax HOpPMaJIbHBIX BeJIHYHMH. [Ipu
TpaHCa0IOMUHAIEHOW ¥ TPaHCBarMHAIBLHOW YIIBTpa-
coHorpaduu (puc. 1) B 00IacTH JICBBIX MPUAATKOB
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IHSP JCEDCHHC BEC PERTNATE

1N EU US 11 NV

Puc. 1. YasrpacoHorpadus:

Sensatign

1 2 3 a 5 6 7 -~200-DEVON
s BIDEVON INDUSTRIES, NG - a
1 2

Puc. 5. Makponpenapar yJaneHHbIX IPUIATKOB ClIeBa

BU3YaJIHM3HUPYETCs] KUCTO3HOE 00pa3oBaHHE C MaKCH-
MaJBHBIM pa3MepoM 99,5 MM, ¢ TOHKOCTEHHOH Kari-
CYJIOW M TOMOTCHHBIM >KUJIKOCTHBIM COICPKHMBIM.
JIOTIONHUTENBFHO BHINIOJHEHA CIIUPAIEBHIHAS KOMITb-
torepHas Tomorpadus (puc. 2, 3), npu KOTOpoit yc-
TAHOBJIEHO KHCTO3HOE O00pa3oBaHHE pa3MepaMu
107x87x93 mm ¢ miotHOCTRIO 6 Hounsfield unit
(H.U.). dpyroii naronoruud opraHoB OprOLIHOH MO-
JIOCTH HE BU3yaJIM3UPOBAHO.
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00ml
0S| contrast agent i.v.

Puc. 2. KomneiorepHast Tomorpadus (akcHanbHasi MPOEK-
LHsT): KUCTO3HOE 00pa3oBaHue Majoro tasa (*)

Puc. 4. Jlanmapockomusi: KHCTO3HOE OOpa3oBaHHE JIEBOTO
suyHuKa (*)

Gl S el

Puc. 6. Onyxons kierok Sertoli-Leydig (oxpacka H&E)

[NanuenTKa TOCIUTATM3UPOBAHA JIJIS IHIAHOBOTO
orepaTuBHOTO BMemmaTenbeTBa. [Tox odmmM 06e360-
JMBaHHEM TPOW3BE/ICHA JAMAPOCKONUYECKAsl IUC-
TaJIHEKCOKTOMUsI ciieBa. [lpu peBusum B obnactu
JICBOTO SIMYHHMKA BU3yalM3UPYETCs] KUCTO3HOE 00pa-
30Banue (puc. 4) OenecoBaroro IBeTa C IUIAAKOH
MOBEpXHOCThI0. KOHTpanaTepasibHbIl SIMYHUK HOP-
MaJILHOTO pa3mepa (0e3 MaToI0ruu).
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Taoauna 1
O0mas xapaKTepUCTHKA MAUEHTOK ¢ ONMYX0IMH SHYHNKOB npu cuaapome MRKH [15]
Bos- Cpok nocie Pazmep omyxonu
ABTOp, TOX1 JIMarHOCTHKU Jnarunos O0beM omeparuu (cm).
pact
c-ma MRKH T'ucronorus
y3u, KT, 9x8.5x5
Tsaur GT. et al. (1995) 4 - CA 125, cod ’
B-hCG He3peas TeparoMa
y3n, 20x15
Mishina A. et al. (2007) 35 10 CA 125, BCOB + 0O JHCTepMHHOMa
B-hCG
15
Fukuda J. et al. (2010) 50 31 V3I\Ij[II,)¥T, I'S+bCOD MYLMHO3Has
LICTaCHOMA
I'S+BCO2+ O+ pezek- 8.1x7
Bailey AP. ct al. (2010) 61 44 V3L KT | TOHKO# U MPaBoro MaNMAUISPHBII
’ ’ ’ OTJIeJ1a TOJICTON KHILI- CEPO3HBIH pak
KK (cramus 111 ¢)
10x3x2
Kavallaris A. et al. (2011) 48 31 CA 125 'D+BCOD+O B3x1.5
SIUTENHATBHBINA paKk
stmanauka 11 cT.
I'D+BCOB3+0+ pesek- 25 em
Bae HS. et al. (2013) 31 4 Y3ILKT, | umst curMosiaHo# a as ka
’ ’ CA 125 KUIIKU+Ta30Bast JINM- . HHHMILH :K p-
domuccekus HUHOM
HpoﬂgBeﬂeHa aIHEKCOKTOMMS clieBa 0e3 0co- 2. Cancer of the supernumerary ovary in Mayer-Rokitansty-

OBIX TEXHHWYECKHX OcoOeHHocTed. Makporpenapat
nometer B Endobag™ 5" x 8" Specimen Retrieval
System (Covidien) u nu3BiedeH u3 OPIOLIHON MOJIOC-
TH uepe3 OOKOBOW moOpT. J[peHUpoBaHHE MOJOCTH
MaJioro Tasa.

MakpoCKOIIMYECKH KHCTO3HOE 00pa3oBaHUe
JIEBOTO SIMYHUKA (pUC. 5) NMPEICTaBIEHO TOHKOCTEH-
HBIM 00pa30BaHMEM >KEITOBATOrO I[BETAa C OTHOCH-
TEJIBHO TJIaJIKOH MOBEPXHOCTHIO. [Ipy MuUKpockonu-
YEeCKOM HCCIICOBAaHUH: OIyXOJdh KiIeToKk CepToim-
Jleiigura (puc. 6).

[TocneoneparioHHbIiA eproy] 63 0COOEHHOCTEH.
[armeHnTKa BhITICaHA B yIOBIETBOPUTEIEHOM COCTOS-
HUH JUTS TATIbHEHIIIEro HaOJFOICHUST Y OHKOJIOTa.

B cBete MNpEACTaBJICHHBIX JAHHBIX CJICAYET OTMC-
THTb, YTO ONMCAHHOE KJIMHUYECKOE HAOIIOJCHHE TIPe-
CTaBJIsICT COOOW BTOPOW CITydail OMyXOJHM U3 KJIETOK
Sertoli-Leydig npu curnpome MRKH, ommcanHbIX B
MHPOBOH CIELMaIN3UPOBaHHOM JIUTEpaType.

BruiBog

Onyxonn smyHUKOB Tpu cuHIpome MRKH
OTHOCSTCS K JIOCTaTOYHO PEAKOM I'MHEKOJIOTMYECKOM
TIATOJIOTUH U JIOJDKHBI YYUTBIBATHCS 1pu AuddepeH-
[UATBHON JTMAarHOCTHKE OOBEMHBIX O00pa3oBaHUI
OpIOIIHON TIOJIOCTH MPH JaHHOW Maab(QOopMarlvu.
YuuThIBasi OCHOBHBIE XapaKTEPUCTHKH CHHIPOMA
MRKH crnenyer cuutats 000CHOBaHHBIM JJTUTENBHOE
KIMHUYECKOE W PaJUoJIOrHYecKoe HaOIroleHne 3a
nanventkamu ¢ cuaapomomM MRKH. Jleuenue omy-
xouiel ssmaHuKoB 1pu cuHapome MRKH 6asupyercs
Ha OOIIETIPHUHSTHIX OHKOJIOTHYECKUX ITPUHIIUIAX.
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JATTAPOCKOIIIYHE JIIKYBAHHS IIYXJIMHUA A€YHUKA 13 KJIITUH CEPTOJI-JIEVIITA
IIPU CUHJIPOMI MAYER-ROKITANSKY-KUSTER-HAUSER: KJITHIYHE CIIOCTEPEKEHHS

A.€E. Miwmuna

Pe3iome. Y cratTTi omucaHa piKiCHa MaTOJIOTIS — MyXJIMHA sieyHuKa i3 KrituH Cepromni-Jletigira mpu cuaapomi Mayer-
Rokitansky-Kiister-Hauser (MRKH). IIpencraBneni qaHi iitepaTypu CTOCOBHO IarHOCTHKH 1 JIKYBaHHS ITyXJIMH S€IHHKA
nipu cuaapomi MRKH.

Kiwuosi cioBa: nmyxmunu sieunuka i3 kimitua Cepromi-Jletiaira, cuaapom Mayer-Rokitansky-Kiister-Hauser, nama-
pocKoITis.

LAPAROSCOPIC MANAGEMENT OF SERTOLI-LEYDIG CELL TUMORS OF THE OVARY
IN THE MAYER-ROKLITANSKY-KUSTER-HAUSER SYNDROME: CASE REPORT

A.E. Mishina

Abstract. The article describes a rare pathology — ovarian Sertoli-Leydig cell tumors in the Mayer-Rokitansky-
Kiister-Hauser (MRKH). We presented a review of the literature about diagnosis and treatment of ovarian tumors in the
MRKH syndrome.

Key words: ovarian Sertoli-Leydig cell tumors, Mayer-Rokitansky-Kuster-Hauser syndrome, laparoscopy.
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