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OrmyXoib MaTKu, THCTOJIOTHIECKH CXO0XKasi C OBapHAIbHBIMU
OITyXOJISIMH TIOJIOBOTO TsDKa — peIKoe HOBOOOpa3oBaHHUE, pas-
JeTsTIoIIeecs Ha JBE TPYIIBL YHJOMETpPHATIbHAs CTPOMAIbHAsS
oImyXoJib ¢ oyaramu omyxonu mojoBoro Tsoka (ESTSCLE, tun
I) u omyxonmb MaTku, HaIllOMHHAIOLIAsh OBapHAJbHBIC OITyXOJH
monosoro Tsbka (UTROSCT, tun 1), nmeromyie pasiuyHbIe,
KIMHAYECKNE OCOOEHHOCTH, HMMYHOTHCTOXHMHUYECKHE Xa-
PaKTEePUCTHKU M TPOTHO3. BOJBLIIMHCTBO 3HIOMETPHANIBHBIX
CTPOMAIEHBIX OITyXOJIeH C O4araMy 3JIEMEHTOB IOJIOBOTO TsDKa
MMEIOT XUMEpHbIe TeHbl, yame Bcero JAZFI-SUZI2. U3-3a
MAaJIOTO YHCJia HAOMIONCHUH, KIMHHUYECKUX PEKOMEHIANUN 10
ux jedeHnio He paszpadorano. s xenmuH ¢ UTROSCT, ko-
TOpPBIE XOTAT COXPAHUTH (DEPTUIBEHOCTH, BO3MOKHO PacCMaTpH-
BaTh KOHCEPBATHBHBIE JICUEOHBIE ITOAXOIbI, ITOCHIE TIATEIEHOTO
HCCIIEN0BaHMs OIEepallMOHHOTO Marepuana. [lpm nammumm y
narmeHTkn Bapuanta ESTSCLE, mpu xoTopom mmerotcs co-
YeTaHWe C DHJIOMETPHUAIBLHON CTPOMAJIbHOW CapKOMOM, 00s13a-
TEIBHBIM SIBIISICTCSI PAJAUKAIBHOE XUPYPTHUECKOe JEUCHHE.

KuroueBble cioBa: Omyxomb Markd, CXOXas C OBapH-
QIBHBIMU OIYXOJISIMH TOJIOBOTO TSDKA; CTPOMAJIbHBIE OIyXO-
T SHIOMETPUS; SHJOMETpHalbHAs CTPOMalbHAs OIyXOJIb C
ogaramu omyxoiu monoBoro Tsoka (ESTSCLE); omyxoms mat-
K{, HAllOMUHAIOIIAsi OBapHaJbHBIE OIYXOJNH MOJIOBOTO TsDKa
(UTROSCT); reu JAZF1-JJAZI (JAZFI1-SUZI2)
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Uterine tumors histologically similar to ovarian sex cord
tumors represent a rare type of neoplasm classified into two
groups: endometrial stromal tumor with sex-cord-like elements
(ESTSCLE, type I) and uterine tumor resembling ovarian
sex cord tumor (UTROSCT, type II), with different clinical
features, immunohistochemical characteristics and prognosis.
Most endometrial stromal tumors with foci of sex-cord-like
elements have genetic fusions, the most common of which is
JAZF1-SUZ12. Due to the small number of observations, no
clinical guidelines have been developed for their treatment. For
women with UTROSCOT who wish to preserve their fertility,
conservative treatment options may be considered after careful
evaluation of the surgical specimen. If the patient has the ES-
TSCLE variant, which is combined with endometrial stromal
sarcoma, radical surgical treatment is required.
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tumor resembling ovarian sex cord tumors (UTROSCT); gene
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BBenenune

Onyxonb MaTKH, THCTOJIOTHYECKH CXOXKasi ¢
OBapHAIILHBIMU OIMYXOJISIMHU ITOJIOBOTO TSDKA, IPE-
cTaBisieT co0ol penkoe HOBOOOpa3oBaHWE — MEHee
OJTHOTO TIPOIEHTA OT BCEX ME3EHXUMaJbHBIX HOBO-
oOpa3oBaHuii MaTku. BriepBble oIMcaHue JaHHO-
ro HOBOOOPA30BaHUS TOSBISICTCS B METUIIMHCKON
muteparype B 1945 1. B myOnukanuu Morehead u
Bowman xak rerepojornyHas Me3eHXHUMalbHas
OIyXO0Jb, HANMOMHUHAIOMIAS  TPaHYJIE30KIETOYHbIE
omyxonu simaHuka [1]. B 1976 1. Clement u Scully
[2], uccnenoBaB 14 ciydaeB naHHOW OIMyXONW, Ha
OCHOBaHHH JIOKQJIM3AIUM W THUCTOJOTHYECKOW Kap-
TUHBI BBUICIWIN JIBE Tpymmbl. B mepByro rpymmy
BOIIUTM HOBOOOpA30BaHWUS, B KOTOPHIX COYETAIUCH
CTPYKTYpPbl CTPOMAJIBHOW OMYXOJU MarKuh C oyara-
MU, HUMEIOIIUMH CXOJICTBO C OIyXOJISIMH TIOJIOBOTO
TshKa SWYHHMKA, a BTOpas rpymma ObUla MpPEeACTaB-
JIeHa IIeJTMKOM CTPYKTypamH TMOJoBOro Tspka. [lo-
JIOOHBIN JTyalTU3M COXpaHeH W B TIOCJIETHEH THCTO-
JIOTMYECKOH KIACCU(PHKAMHU OIMyXOJel IKEHCKOTO
monoBoro tpakra BO3 2020 r. [3]. BapuaaTtsl >Tux
HOBOOOpa30BaHMI pa3HECEHBl MO Pa3HBIM PyOpH-
KaM KaK pa3HbIe OIyXOJH: dHJIOMETpHUallbHAsL CTPO-
MaJbHasi OITyXOJb C OYaraMH OITyXOJH ITOJIOBOTO
Tsoka (ESTSCLE, tun 1) u omyxonb MaTKH, Hamo-
MUHAIOINAsl OBapHAJIbHBIE OITyXOJH IIOJIOBOTO TsKA
(UTROSCT, Tun II). IlepBas rpymma omyxonei
CONEPKUT (POKATBHYIO AMUTEINOTOA00HYI0 Aud-
(bepeHIMPOBKY W CBOMM CTPOCHHEM HAIlOMHUHAET
KJIACCUUECKUE CTPOMAJIbHBIC OITYyXOJIH YHIOMETPHS
C yYacTKaMH 3JIEMEHTOB IOJIOBOTO Tshka. K 3Toif
TpyIIe OTHOCSATCS DHAOMETPHAIbHBIE CTPOMAJIbHBIC
Y3EJKH C yY9aCTKaMH 3JIEMEHTOB TTOJIOBOTO TSIKa, KO-
TOpBIE SIBISIIOTCS JOOPOKaueCTBEHHBIMH OIYXOJISIMH,
a TaKKe dHJIOMETPHAIILHBIC CTPOMAaJIbHBIC CAPKOMBI
C y4acTKaMH SIIEMEHTOB IOJIOBOTO TshKa (BapHaHT
OITyXOJIM CBSI3aH C PUCKOM METAacTa3UpOBaHHS WM
peruanBa). Bropas Tpymma TpeAcTaBIIsIeT COOOM
OIyXOJIeBble O0pa30BaHMs CTEHKH MAaTKH, COCTOS-
mue Oomee weM Ha 50 TIPOICHTOB W3 DIIEMEHTOB
MOJIOBOTO TsDKa W oOnajaromume Oosee noOpokaue-
CTBEHHBIM TeueHueM [4]. HecMotps Ha To, 4TO MaH-
HBIE TPYMITBI KQKYTCS MOXOKHMH, UX KIMHAYECKHUE
u MOp(OJOTHYECKUE pa3luuusl 3HauuTeNnbHbBL. Ha
HACTOSIIIIAI MOMEHT BEIYTCSI MCCIIEOBAaHUS O TeHe-
THYECKUX OCOOCHHOCTSIX AaHHBIX MOATHIOB. Boib-
[IMHCTBO JHJIOMETPHAIBHBIX CTPOMAIBHBIX OITyXO-
JIeH ¢ o4yaramu 3JIEMEHTOB TIOJIOBOTO TsDKa HMMEIOT
XUMEpHBIe TeHbl, yalme Bcero JAZFI-SUZI2 [5].

Tucmozenes. B crarpe Clement and Scully [2]
OBUTO BBIIBUHYTO HPEAINOJIOKEHHE O MPOUCXOXKAEC-
HUH KJIETOK JaHHBIX OITyXOJIeH U3 0YaroB aJicHOMHU-
033, CTPOMAIIBHOTO MHO3a, dHAOMeTpro3a. OmaHaKo
JIAHHBIC THUCTOJIOIMYECKUX M HMMYHOTUCTOXHMU-
YeCKUX HCCIIEIOBAaHUM, MPOBENECHHBIX 3a IPOIIE-
[IME TOJbI, MO3BOJMIM CUMTATh IUIIOPUIIOTCHTHYIO
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CTBOJIOBYIO KJIETKY MaTKH KJIETKOW MPOMCXOKICHUS
onyxonu. IloreHunan mIOPUIOTEHTHON CTBOJIOBOM
KJIETKH JaeT el BO3MOKHOCTh AuddepeHnrpoBaTh-
Ci B DONHTENHAIbHBIE W COEAMHUTEIbHOTKAHHBIC
SJIEMEHTHI, B T. Y. U B MUOLIUTHI ITIJKON MBIIICYHON
tkand. Hillard ¥ coaBT. mpenmnosararT, 4TO ILIkO-
PHUIIOTEHTHBIE CTBOJIOBBIE KIIETKA PACIIONOXKEHBI B
OoJbIlicl Mepe B 3HJIOMUOMETPHAIILHOW 30HE [6].

Knunuueckue ocobennocmu u npoeros. Ha ceron-
HALIHUM I€Hb B MUPOBOM JTUTEPaType OMUCAHO OKOJIO
90 nHaOmomeHUl Takux HOBOOOpa3oBaHWH. JlaHHBIA
BHJI OITyXOJIM Yallle BCETO BCTPEUALTCS Y KEHIIMH CO
cpenauM Bo3pactoM 50 ser [7]. Hambomee tummdg-
HBIMHU JKaI00aMH SIBIISFOTCS aHOMAJIbHBIE MaTOYHBIE
KpPOBOTEUEHMS, YBEJIMUYEHUE pa3MEpPOB MATKH, Mallb-
nipyeMoe oOpasoBaHme Markd. lIporHocTHueckne
JAHHBIC PA3HITCS B 3aBUCUMOCTU OT BHJIA OITyXOJIH.
ESTSCLE, tun I KIMHUYECKUM TE€YECHHEM HaIllOMMU-
HAeT H/IOMETPUANBEHYIO CTPOMAIIFHYIO CapKOMY C ee
TEHJIEHIIUAMHU K PEelUMBUPOBAHUIO M METacTa3upo-
Banmio [8]. IIporHo3 B AaHHOM cilyyae 3aBHCHUT OT
XapaKTEPUCTHK CTPOMAIBHOTO KOMIIOHEHTA (CTEIeHb
TP PEepeHITNPOBKH, KOINIECTBO MHTO30B, HAJIUUHE
nuMdoBacKyISIpHOH WHBa3uK) [5].

Hamporus, UTROSCT, Ttun II, pacrenuBaetcs
KaK JA00pokadecTBeHHOe o0Opa3oBaHWE, XOTS B IH-
Teparype Bce yaile (GpuUrypupyror ciiydam ee peLu-
muBoB [9] m MeracrasupoBanus [10, 11].

Tak, O’Meara B CBOE€M WHCCICIOBAHUU OIIH-
caJ MHO)KECTBEHHOE METAaCTaTHYeCKOE MOPaKEHHE
OOJBIIOTO CallbHUKA, TMOJKOKHON KHPOBOW KIIET-
YaTKu U JUM(ATHYCCKUX Y3JIOB y TAIlMEHTKU ue-
pe3 TpHW Toma IOCie ONepaTHBHOTO JiedeHus [12].
B 1om00HbBIX citydasix OIMyXOJb PacleHUBACTCS Kak
o0pa3oBaHHe C HHM3KHM 3JI0Ka4€CTBEHHBIM IOTEH-
nuasnoM. Moore u McCluggage B cBoem wuccieno-
BaHUHM 34 cilydyaeB BBIIBUHYIHU TPEANOIOKEHHE O
TOM, YTO HEYIOBJIETBOPHUTEIBHBIN MPOTHO3 KOppe-
JUPYET C BO3PACTOM MAIMEHTOK: YeM CTaplle >KeH-
[IMHA, TEM Yallle pa3Mep OIMyXOJIEBOTO 00pa30BaHU
MPEBBIIIACT CPETHUE MTOKAZATEIH, MOSBISAIOTCS MPU-
3HAKU KIJIETOYHOW W AJI€pHOM aTUIINH, MOBBIIIAETCA
MUTOTHYECKAsT aKTUBHOCTH [8].

M3-3a HEMHOTOUMCIIEHHOCTH HaOIIOEeHUH oIry-
XOJIeH MAaTKH, THCTOJIOTUYECKH CXOXKHX C OBapH-
aJbHBIMH OMYXOJSIMU TOJOBOTO TsDKA, KIMHUYE-
CKHX pEKOMEHJAlMi 10 WX JIEYCHHI0O He ObLIo
paszpaborano. B maHHBIX ciy4asx HPUHSATO TPOBO-
IUTh JIEYeHHUEe B O0BEME T'HCTEpIKTOMHH. B ciy-
YasxX SHJIOMETPUAJBHBIX CTPOMAJBHBIX OIyXOJeH C
oyaraMu >JIEMEHTOB IIOJIOBOTO TsXKa HCIIONIb3yeTcs
aZpIOBaHTHAs XUMHOTEpANus ¥ JydeBas Tepamus.
OpraHocoxpaHsoIye ONepaluyd CTAHOBITCS Me-
TOZIOM BBIOOpA TOJBHKO AJISl KEHIIUH, KOTOPBIE XO-
TAT COXpaHUTh GepTunbHOCTh [13]. Bapmanrt co-
XpaHeHus1 (pepTUIILHOCTH JUIsi MOJIOABIX JKCHIIHMH C
UTROSCT Obur mpeiokeH TOJNBKO HEIaBHO He-
KOTOpbIMH aBTOpamu [14-18].
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B Tabnuie cyMMHUpPOBaHBI OCHOBHBIC KIIMHHYE-
CKHE XapaKTEPUCTUKHU OMYXOJEeH 3TOW IpyHIlbl.

Maxpockonuueckue naxooku. Oba TUTIa OIYXOIH
MPEJCTABIEHbBl HMHTPAMYpPAJIbHBIMH, CyOCEPO3HBIMU
WM CyOMYKO3HBIMH, OITyXOJEBBIMH Y3JaMH, OOBIY-
HO pACTOJIOKECHHBIMH B JHE Marku. B nmteparype
OIMCAaHBl PEKUE CIy4au Pa3BUTHS ITUX OIMYyXOJeH B
oOnactu meriku Matku [20]. JlaHHAs OMyX0Jb MOXKET

OBITh TIPE/ICTABIICHA M TOJMIIOBHIHBIM 00pa30BaHU-
eM «Ha HOxke» [21]. B omiuume oT JeHOMHOMBI,
JIAHHOE OITyXOJIeBOE 00pa30BaHKME MEHEE IUIOTHOE, C
JKEITO-KOPUYHEBBIM OTTEHKOM W MOTEpEe Xapakrep-
HOH HCUEpUYCHHOCTH B BUJE 3aBUTKOB [4]. ¥Y3enm xo-
pOIIIO OTrpaHUYEH, OJHAKO BCTPEUAIOTCS] BAPHAHTHI C
HEUETKHUMH KOHTYpaMH, WHPIIBTPUPYIOIIUMHU OKPY-
JKaloIlIMe TKaHU, 4acTO — MOJIEKAIINNA SHAOMETPUI.

Xapakrepucruka Ha0J00eHUH 0OMyXoJel MaTKU, FMCTOJIOTHYECKH CXOKHUX C 0BapUAJIbHBIMH
ONMyXOJIAAMH TO0JIOBOTO Tska [19]

Characteristics of observations of uterine tumors histologically similar to ovarian sex cord tumors [19]

XapakrepHas uepra . Yucao HAGIIOAEHHH
(% ot o0Iero Koau4ecTna)
Bospact B romax Bceero 90
<30 12 (13,3)
30-60 47 (52,2)
> 60 31 (34,4)
Pacnonoxenue omyxoau Bcero 53
CTeHKa MaTKH 35 (66,1)
TTonocte MaTKK 12 (22,6)
CreHKa MaTKH U IMOJIOCTh MAaTKU 6 (11.3)
Pa3mep omyxonu B MM Bcero 72
<40 36 (50,0)
40-80 20 (27,8)
> 80 16 (22,2)
Knuanueckue cumMnromsl Bcero 59
ITocTmeHonay3anbHOE KPOBOTEUEHHE 20 (33,9)
AHOMaJbHbIE MEHCTPYaluu 20 (33,9)
Bonb B obnactu Tasa 11 (18,6)
TToBbIIICHHBIN TIPOJTAKTHH 234
CiyuaiiHble HaXOIKU 11 (18,6)
By n1marHocTHYECKOro MCCIIeI0BaHHUS Bcero 30
Y3Uu 22 (73,3)
KT 3 (10,0)
MPT 5(16,7)
ComnyTcTBytomue 3a00aeBaHus Bcero 20
neiiomroma 12 (60,0)
AneHoMnos 4 (20,0)
T'uneprutasust SHIOMETPUS 2 (10,0)
Beimagenue matku 2 (10,0)
Xupypruueckuii JocTyI Bcero 75
Eﬂg;igzzggrf;aﬂ AIHEKCOKTOMMUS 57 (76,0)
TONBKO TUCTEPIKTOMHUS 8 (10.7)
Tonpko mMMpPOKOE HCCEYECHUE 3 (4,0)
T'ucrepockonuueckas pe3eKIys 7(9.3)
PenyauBel/MeTacTasbl Bceero 52
Ja 10 (19,2)
Her 42 (80,8)
CraTyc B HacTrosIlee BpeMs Bceero 50
JKuBbl, 6e3 mporpeccupoBaHust 44 (88,0)
ﬁggﬁg;:{l::ﬂe}m MIPOrPeCCUPOBaHHE 5 (10,0
YMmepau 1(2,0)

VOPROSY ONKOLOGII = PROBLEMS IN ONCOLOGY. 2024;70(3) 571




DOI 10.37469/0507-3758-2024-70-3-569-578

Muxkpockonuueckas kapmuna. B opuruHaib-
Hoit myoOnmukarnuu Clement and Scully [2] ykazanm,
yto B Mop(onornueckoii kaptuae ESTSCLE, Tun
I, mpeobnanatonM SBISETCS WMEHHO CapKOMaTo-
UIHBIA KOMIOHEHT. OcTaBIIasiCsi 4YacTh OMyXOJH
MpeacTaBieHa TpabeKylaMu, HeOOJIbIINMHU THE3/a-
MU JIMUATEITHONONO0HBIX KIETOK WIH TYOYJISPHBIMH
CTPYKTYpaMH, BBICTIAHHBIMH MEIKUMHU KyOW4eCcKH-
mu kiaetkamMu. B UTROSCT, tun Il mpeobiamaer
AMUTEITUONOIO0HBI KOMIIOHEHT. [Ipu manbHehmmx
WCCIICNOBAHUAX OBLIO OMHCAHO OONBIIOE Pa3HOO-
Opasue mNarTepHOB pOCTa: PEeTU(OPMHBINA, HHCY-
JSIPHBIH, TIOMEPYJIOUHBIN, cepToaudopMHbIi, ¢
HaJIMYMeM MEHUCTBIX KJIEToK [7, 22, 23]. DnemeH-
ThI TIOJIOBOTO TsDKa (DOPMHUPYIOT PO3ETKOMOAOOHBIC
CTPYKTYpPHI, HATOMHHAOMNE Teblla Komi-DOxcHepa
B TPaHYJE30KIETOYHBIX OIYXOJSIX, OJHAKO SApa IO
TUIY «KO(QEWHBIX 3epeH» Ui HUX HE XapaKTEPHBI.
KrneTtku omyxonu HeOobIMe, OBalbHBIE WM BEpe-
TEHOBUJHBIE, CO CKYIHOW IMTOILUIa3MOM, HHOIrAA
OHU MPUHUMAIOT BHJ KPYIHBIX, [OJUTOHAJIBHBIX
KJIETOK C OOWJIBbHOMW, J03MHO(HIBHOM, 3epHUCTON
[UTOIUTa3MOM, HaOMHHAONMX KiIeTkn Ceproiu
[24]. Snepnast atunusl BappuUpyeTcs OT HU3KOH K
YMEpEeHHOU. MuToTHueckass akTUBHOCTH BBIIIE B
ciayuasix ESTSCLE, tun I — go 6 murto3oB B 10
MoJIsiX 3peHus. st BTOpOro MoATHNA XapaKTepeH
HU3KUH MUTOTHYECKUM wuHAeKc. Hexporuueckue
M3MEHEHHs] BCTPEYAIOTCA PEIKO, B Cllydasx 3Ha-
YUTEIHHOIO 00beMa OIyXOJIEBOr0 00pa30BaHUsI.
JlumdoackynsipHas wHBa3us Ooliee CBOWCTBEHHA
ESTSCLE, tun I [25].

Hmmynoesucmoxumuueckoe uccnedosanue. Ilpo-
(Wb MMMYHOTHCTOXUMHUYECKHUX MapKEpOB IMPEI-
CTaBJICH NPEUMYLIECTBEHHO TPEMs IpyIIIaMu: Map-
Kepbl MOJIOBOTO Tska, anurennanbHble (Pan-CK) u
MHUOTEHHBIE (JIECMUH, TJIaJKOMBIIICYHBIA AaKTHH)
Mapkepsl. Hambosee mHGOpPMATHBHOW CTaHOBHUTCS
nepBas Tpymnia, B KOTOPYIO BXOAST Takue Mapke-
pel Kak WHTHOWH, KambperuHuH, WT-1, Melan-A,
CD99, skcmpeccus KOTOPBIX TOBOPUT O HAJIWYHUU
JJIEMEHTOB TIOJOBOTO TsKa, HO HE SIBISETCS OOIH-
ratHoi. Pusiol W coaBT. cumTaroT, 4TO KpUTEpPHEM
MMOCTAaHOBKM JIMArHo3a OMYyXOJIM MAaTKH, TMCTOJIOTH-
YECKUM CTPOEHHUEM CXOXKEU ¢ OBapHAJIbHBIMHU OIly-
XOJIIMHU TIOJIOBOTO TSKa, SIBIISIETCS] 3KCIIPECCHsI Kak
MHUHHUMYM JBYX MapKepOB U3 BBILIEIIEPEUUCICHHBIX
[25, 26]. Haubonee yacto 3KCIPECCUPYHOIIUMUCS
MPOTEeHMHAMHU SABJSAIOTCS KajbpeTuHUH u WT-1 [5,
19, 21]. HecMoTpst Ha TO, YTO KaJIbPETUHUH CUU-
TaeTCsl MCHEe CrelU(UYHBIM, YeM UHTUOWMH, OH HC-
MOJIB3YETCS JUIsl AUATHOCTUKU OIyXOJIed IOJIOBOrO
TsKa Yalle M3-3a CBOEGH BBICOKOM UyBCTBHTEIBHO-
ctu [27].

MuoreHHble MapKepbl MOJOXKHUTEIbHBI B TPETH
BCEX CIIy4aeB, M Yallle BCEro 3KCIPECCHUPYIOTCS
(hOKaIIbHO, B TVIAJKOMBIIIEYHBIX y4acTKax. Hembss
OJTHO3HAYHO YTBEP)KJaTh, YTO 3TO YYaCTKH OIyXO-
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JIM; TYYKH KJIETOK, OKpAIlCHHBIC MOJIOKUTEIBHO,
MOTYT SIBJISIETCSI y9acTKaMH HOPMaJIBHOTO MHOMe-
Tpus [28].

Bripaborars cTaHmapTHYIO TMaHeNb IS JWa-
THOCTUKH JIaHHBIX OIMyXOJIeW HE MPEICTaBISACTCS
BO3MOXHBIM, T. K. 9KCIIPECCUSI UMH MapKEepPOB TpeX
BBIIIENIEPEYHNCIICHHBIX TPYI BapualOenbHa.

Tenemuueckue uccieoosanus. B Teaenue nocnen-
HUX JIET aKTUBHO HCCIIEAYIOTCS MOJIEKYJISIpPHO-TeHe-
TUYECKUE OCOOCHHOCTH JIBYX THIIOB CTPOMAJIbHBIX
OIyXOJICH SHIOMETpPHUS, CXOXKHX C OBApPHAIbHBIMH
OITyXOJISIMU TIOJIOBOTO TsDKa. Staats ¥ coaBT. TpoO-
CJICJTUIIN BO3HMKHOBEHHE XHMEPHOI'O TPAHCKPHUIITA
reHoB JAZF1-JJAZI (ansTepHAaTHBHOE 0003HAUYEHUE
JAZF1-SUZ12), Bctpeuaromierocst B 60 % reHotu-
mmax ormyxosei crpomsl dsHIOMeTpHs — B ESTSCLE,
tun [ [29]. Hampotus, y omyxoseil Broporo tuma
JTAHHOH TPAHCJIOKAIMM ¢ BO3HUKHOBCHHEM XHMEp-
HOTO TeHa BBIABIEHO He Obuto. MccmenmoBarenu He
CMOIJIM OJJHO3HAYHO JIOKa3aTh CBOK) THIIOTE3Y O
TOM, YTO BTOpas TpyMIa OIyXoJieil — 3TO Bapu-
aHT MEPBOU C OTCYTCTBUEM XUMEPHOTO TPAHCKPHII-
ta JAZF1-JJAZI. Tlomumo storo, misi ESTSCLE
OIHMCaHbl MEHEE PaCIpPOCTPaHEHHbBIE TPAHCIOKAIINH,
3arparuBatonue reusl PHFI, EPCI n MEAF6, a
B HENaBHUX COOOINEHUSX TIPOIEMOHCTPHPOBAHEI
HoBble ciusinust ZC3H7B-BCOR u MBTDI-CXorf
[30].

UTROSCT neMoHCTpHUPYIOT MO3UTHBHOCTH II0
Mapkepam monoBoro Tsoka FOXL2 m SF-1. Ilpum
9TOM OHU HE coiepKaT MmyTtanuil B reHax FOXL?2
(muccenc-myranus B konoHe C134W) u DICERI
(c.5429A>G ¢.5438A>G, 5452G>A, npemerus 25
9K30HA), HauboJIee YacTO OMUCHIBAEMBIX TIPU OITy-
XOJISIX TIOJIOBOTO TshkKa smaHukoB [31, 32].

Wang u coaBT. BeIABHIN 2 COallaHCUPOBAHHBIE
XpOMOCOMHBIE TpaHchokaruu: t(X;6) (p22.3;q23.1)
n t(4;18)(q21.1;q21.3) B cimygae UTROSCT [31].
OHU TPEanoNOKUIN, YTO B MATOTEHE3E ITaHHOMU
OITyXOJTM MOXKET OBITh 3aJCWCTBOBAH psII TEHOB
BCL2, MALTI, FVTI1, SCCAl, SCCA2 u DCC
(moxyc 18g21); RAP1 (moxyc 4q21); STL (10kyc
6q23) u HY (moxyc Xp22.3), BCL2, pacnonoxeH-
HBIX B TOYKaX pa3pbiBa TPAHCIOKALUN WIH PSIOM
¢ uumu. [lo kpaiiHel Mepe, OIyXOJIeBble KJIETKU
3JIEMEHTOB, MOJIOOHBIX MOJOBOMY TSXKY, ObLIH CHIIb-
HO W JU(PPYy3HO MMMYHOPEAKTHUBHBI K aHTUTETy
BCL2. Onnako mozxe Sitic S U cOaBT. yCTaHOBH-
mu, uto reHsl BCL2 u MALT1 HenocpeacTBeHHO
HE YYacTBYIOT B XPOMOCOMHOH TPaHCIOKAIINW HITH
onkoreHeze. OHM He OOHapyKwiu Hauboliee pac-
npocTpaneHHbIX TpaHcnokanuii IGH-BCL2, IGH-
MALT1 u API2-MALT1 [33].

Cpenu MOJICKYJISAPHBIX HM3MEHEHHH B Ciydae
UTROSCT npenmyIiecTBeHHO HaOIrOnaeTcs CIus-
uue reHoB ESR1-NCOA3 [33]. XapakrepHbie niepe-
crpoiiku reHoB ESR1 mmn GREB1 B UTROSCT
TaK)Ke MOXKET OBITh O0Jiee MOJE3HBIMU It MOpP(]O-

BOMNPOCbI OHKOJIOTUWN. 2024;70(3)



KJIMHUYECKMUI CITYHAM / CLINICAL CASE

nmoruyeckort auarnoctuku [34]. Ilomumo 3toro, asis
JJAHHOTO THUIIA OIyXOJIEH ONMHCAHBI TPAHCIOKAIUH,
MPUBOAIINEG K CAUSHUI0O MeXay reHamu Y WHAE
n FAM22A wmn FAM22B, 5TH OIyXOiu CHIIBLHO
u auddy3Ho 3KcrpeccupyroT nukiuH D1 mo pe-
3ynbTataM nMMmyHoructoxumun [35]. Kpome Ttoro,
B ommune or ESTSCLE, UTROSCT He wumeer
Tpancnokauuu JAZF1-JJAZ1, n 310 HabmoneHue
nmoaTeepkmaer rumoredy o toMm, uro UTROSCT
SIBJISIETCSL OTNIEJIBHOM HO30JIOTHEH, MO CPaBHEHUIO
¢ ESTSCLE [35].

Marepuaj 4 MeTOAbI

B mHacrosmieir paboTe NnpoaHAIN3HUPOBAHEI B
KJIMHAYECKUX HaONIOCHUSI OONBHBIX C OITYXOIBIO
MaTKH, THCTOJIOTHYECKH CXOXeW C OBapHaIbHBIMHU
HOBOOOPA30BaHUSAMH TOJNOBOro Tspka. OmHa O00Jb-
Has obcnmenoBanace u yedmiack B ®I'bY «HMUILL
ATTI um. B.M. KynakoBa» Munsnpasa Poccuu, npy-
rag — B ®I'BY «HMUL paguonorun» MuH3npasa
Poccun. OGe GonmpHBIE AW MACEMEHHOE COTIIacHe
Ha MyOJIMKAIMI0 WX KIIMHUYECKOTO Marepuaia B OT-
KpbITO mevaru. Bepudukanus Mopdorornieckoro
JMarHo3a TPOBOJUIIACH C HCIOJIh30BAHUEM TpPaJlu-
IIUOHHBIX TUCTOJIOTUYECKUX METO/IOB MCCIIEZIOBAHUS,
MIperapaToB, OKPAIIEHHBIX TEMaTOKCHIMHOM H 303H-
HOM M C MPUMEHEHHEM HMMYHOTHCTOXMUMUYECKUX
okpacok (MI'X). Beutn mMcmons30BaHbI CIICAYIOIIHE
UI'X wmapkepsl: nanuutokeparud (AE1/AE3/PC
26, Ventana), Jlecmun (DE-R-11, Ventana), rman-

kombiteunslid aktud (1A4, Cell Marque), Uarubun
(R1,Cell Marque), Kampperunun (SP65,Ventana),
peuenTopbl  3ctporeHoB(SP1,Ventana) peuenro-
per mporectepona (1E2,Ventana), Kampmecmon (
E-89, Cell Marque), WT1 (6F-H2, Cell Marque),
Melan-A (A103, Ventana), CD99 (013,Ventana) u
Ki67 (30-9, Ventana). MIMMyHOTHCTOXUMHYECKHE
peaxkiuy MPOBOAMINCH C HCIOJIL30BAHUEM OO0IIe-
MPUHATHIX CTAHJAPTHBIX TIPOTOKOJIIOB OKPAcKH C
COOTBETCTBYIOIIMMHU TIOJOXKUTEIBHBIMU M OTpHUIIA-
TEJbHBIMH KOHTPOJISIMH.

Jns MONeKyIsIpHO-TeHETUYECKOTO  HCCIIeO-
Banus cpesbl FFPE-Tkaneidt (pukcupoBaHHBIX B
dbopmanmHe W 3aMUTHIX B TapaduH) TOIIIMHON
5 MKM B KOJIMYECTBE 2 IITYK IOMEIIAJIH B IPO-
Oupku oobemMoM 1,5 M I MOCIEAYIOMEro Hc-
ciegoBanusi MPHK Ha Hanmyme xumepHOTO reHa
METOJIOM OOpaTHOW TPAaHCKPHIIIIUK U MOJIUMEpas-
Holt nentHo# peakuu (OT-I1LIP). B xauecTBe koH-
TPOJISl IPOBOIIIM aMILTA(DUKALMIO pePEePEHCHOTO
rena B2M. Breigenenne PHK ocymectisiu ¢
HCIIOJIb30BAHMEM KOMIUIEKTOB peareHToB [Ipoba-
[IK nns mpenBaputenbHON 00paOOTKM 00pasmoB
nporenHazor K, mamee Ilpo6a-HK. PHK amrou-
poBanu B oOweme 50 wmkn. Peakmnuio oOpartHoM
TPaHCKPUTIIUNA TTPOBOJUIN B CMECH, COMEpIKAIIeH
cnenupuYHbIe K HCCICAYEMBIM I'e€HaM OJHTOHY-
KJICOTUABI, B 00beMe 40 MKJI TpHU TeMmIepaType
40 °C B teuenue 30 MuH., ¢ MOCIEAYIOLUICH MHAK-
THBanuend oOpaTHOi TpaHckpunTassl npu 95 °C B
TEUEHUE 5 MHUH.

Puc. 1. Pe3ynmbrar yabTpa3ByKOBOIO HCCIIEIOBAHMS: @ — «UHCTOI» OIYXONH MATKH, CXOKeH C OIyXOJbIO IIOJIOBOTO TsDKAa SIMYHHKA
(UTROSCT); 6 — coueraHusi SHIOMETPUAIIBHON CTPOMAJIbHOM capkoMbl ¢ oIyxojbto nojosoro tsbxka (ESTSCLE)
Fig. 1. Ultrasound results: a — «pure» Uterine tumor resembling ovarian sex cord tumor (UTROSCT); 6 — combinations of endometrial

stromal tumors with sex-cord-like elements (ESTSCLE)
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Oxcnpeccuto  MPHK rtenoB AZFI-SUZI2 n
B2M onpenensinu MeronoM MynbTuiuiekcHod OT-
IIIIP «B peaJlbHOM BpPEMEHU» C HUCIOJIb30BAHUEM
crienmi(pUIHBIX MpaiiMepoB W (ITyOpeCIeHTHO-Me-
yenHbplx npod (Fam, CyS). AMmmmdukanuio npo-
Bommwiu Ha mpubope «IT-964» (mpubop u Bce uc-
MoJib3yeMble  peakTuBbl npousBogcTBa OO0 HIIO
«/IHK-Texunonorusa», Poccus) B o6veme 35 MK 10
caenyromeit nporpamme: 1 muka — 80 °C 30 cek.,
94 °C 5 muH.; 5 mukioB — 94 °C 30 cek., 64 °C
15 cex.; 45 muxioB — 94 °C 10 cek., 64 °C
20 cek.; 10 °C — xpanenue. «lopsumii crapT»
obecrieunBaics MCIOIb30BAaHUEM Taq-TIoNMUMepassbl,
AKTUBHOCTb KOTOPOM OJOKMpOBajiach aHTUTEIAMHU
¥ BOCCTaHaBIMBaiach mnpu mporpee 94 °C. Uz-
MEpeHHe YPOBHS (IyopecLeHIMH NPOBOJWIN Ha
KaX/0M LHKIe npu Temmeparype 64 °C. Ananus
W UHTEpPHpEeTanusl pe3yJabTaToB OCYIIECTBIISAIACH
ABTOMaTHYECKH C IOMOIIBIO IPOTrpaMMHOTO 00e-
crieueHusi K npuoopy.

Pe3ynbrarsl

B craThi0 BKJIFOYCHBI JIBA PEIKUX KIMHHUYECKUX
nprMepa AMAarHOCTHKH M JICYCHHUS! OIyXOJIH JHJIO-
METpHUs, CXOXKEeW C OBApHAIBHBIMU OIYXOJSMH TI0-
JIOBOTO TsDKA TIEPBOTO M BTOPOTO THIIOB.

Kaunnyeckoe Hadmogenue 1

Tayuenmxa I1., 30 netr, TMHEKOJIOTWYECKUNH U
CEeMEHBI aHaMHe3 He OTATOIIEH, COMAaTHYECKHE
3a007IeBaHUsT HE OTMEUEHBI, MEHCTpYaIllMHl pery-
TSpHBIe, OepeMeHHOCTel He ObuIo, oOparuiach K
THHEKOJIOTY TI0 MECTy JKUTENbCTBa C KaloOamu
Ha HapylleHHe MEHCTpyaibHoro uukia. Ilo nan-
HBIM yNbTpa3BykoBoro uccienosanus (Y3U) opra-
HOB MaJiOTO Ta3a, BBISBIEHO OOpa3oBaHWE TIIOJIO-
CTH MaTKH HEOAHOPOIHOM CTPYKTYpbl pa3zMepamu
19 x 11 MM, pacrieHeHHOe Kak CyOMYKO3HBIH MHO-
MaTo3HbIA y3en (puc. 1, a, 0). SlnyanKE He OBUIH
M3MEHEHBl. BBINonHeHa TUCTepOCKONUs, pa3ieib-
HOEe awmarHoctudeckoe BoickaOnmBanwme (P/IB). Ha
OCHOBaHHUHU THUCTOJIOTHYECKOTO W HMMYHOTHCTOXH-
MHUYECKOTO HWCCJEeIOBAHUH — aJCHOMAaTHOWIHAS
omyxonb Tesna Marku. 1lo JaHHBIM KOHTPOJIBHOTO
VY3M opraHoB Majoro Tasa, 4yepe3 2 MecC. BHOBb
BBISIBJICHBI y3JI0Bble 00pa30BaHUs B MOJIOCTH MAaTKu
pazmepamu 24 x 8§ x 13 mm, 5 x 3 MM 1 10 x 7 Mm.
Sluunuku He wu3MeHeHbl. IIpou3BeseHa rucrepo-
CKOIIUS, THMCTEPOPE3EKTOCKONHMs. [HcTomornueckoe
3aKJIIOYEHHE — DJHJIOMETpPHAJbHAs CTpOMajbHAs
capkoMa HH3KOM CTENEHH 3JI0KaYeCTBEHHOCTH WM
aJIeHOCapKOMa, PEKOMEHJIOBAHO TIOIy4YeHHE JKC-
MEPTHOTO T'MCTOJOIMYECKOro 3akiroueHus B Dene-
pansHOM 1entpe. [lanmentka odpatunace B PI'BY
«HMMUL] AT'Tl nmenun akanemuka B.M. Kymaxosay
MumnsnpaBa Poccuu. Ilpu nepecMmoTpe cTekoa mpe-
naparoB: (parMeHTsl (UOPO3HO-MBIIIEYHOH CTPO-
MBI C POCTOM COJMIHO-JIbBEOJIIPHOM OIyXOJIM U3
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Puc. 2. Mukpockonuueckas CTpPYKTypa «4UCTOW» OIyXOJIU MaTKH,
cxoxel ¢ omyxoubto nosiooro Tska stimynuka (UTROSCT);

a — TyOyJISIpHBIC H JKEJIC3UCTONOJO0HBIE CTPYKTYPHI B OILYXOIH
TeJda MaTKM, OKPacka FeMATOKCHJIMHOM M 303HHOM; 6 — TOT ke
oyar mpH OONBIIEM YBEIWYCHHH, OKPAacka TeMaTOKCHIMHOM U
s03uHOM; B — Ki67 B simpax omyxoneBbix kietok, MI'X okpacka;
I — TIOJIOXKHTENbHAs peakius Ha BUMeHTHH, MI'X okpacka;

1 — mosnoxuTenbHa peakuust Ha Wtl, UT'X oxpacka; e —
MOJIOKUTENIbHAS peaklys Ha naHuutokeparuH, MUI'X okpacka
Fig. 2. Microscopic structure of a “pure” uterine tumor resembling
ovarian sex cord tumor (UTROSCT); a — tubular and glandular
structures in the uterine tumor, hematoxylin and eosin staining;
6 — the same lesion at higher magnification, hematoxylin and
eosin staining; B — Ki67 in tumor cell nuclei, IHC staining; r —
positive reaction to vimentin, IHC staining; g — positive reaction
to Wtl, IHC staining; e positive reaction to pancytokeratin,
IHC staining

OJTHOTHITHBIX KJIETOK, YacTh CO CBETIOW IIMTOILIA3-
MOIi; (parMeHTBl SHAOMETPHUS NPOIH(EpPaTHBHOTO
tuna. B marepmane cockoba M3 TOJOCTH MarKu
(parMeHTBl OIyXOJIM AHAJOTHYHOIO CTPOCHHMS.
B TkaHM oOmyxomM TpPOCIEKUBAIOTCA TYOyIsipHBIC
U JKEJIEe3UCTONONOOHbIE, ILIENCBUIHBIE CTPYKTYPHI
(puc. 2, a, 0).

Hmmynozucmoxumuveckoe 3akiodenue: TO3U-
THUBHAas PeakUusi OTMEUYEHA B OTHOLICHHH Vimentin,
Keratin Pan (B O0nbIIOM KOJIMYECTBE OMYXOJEBBIX
KJIETOK), ACTPOTCHOBBIX pementopos, Calretinin;
HEraTHBHAsl pEaKkuus OTMEYEeHAa B OTHOIICHHUU
Melanosome u Caldesmon. Munekc nponudeparmn
o Ki-67 — 5 %, (puc. 2, B-¢). 3akitoueHue: Mop-
(ostorust ¥ UMMYHO(EHOTHIT 00JICE COOTBETCTBYET
OMYXOJHM MAaTKH, CXOKEH ¢ OBapUalIbHOW OIMYXOJIbIO
nosioBoro Tsika. (UTROSCT).

MostekynspHO-TeHETHUECKOe UCCIIeIOBAaHUE: XU-
MepHbIil TeH AZF1-SUZ12 He BbIsIBIIEH, BbISIBIIEHA
aMILTH(UKAIUS KOHTPOJIBHOTO peepeHCHOTO Tr'eHa
B2M (puc. 4, a).
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Puc. 3. Mukpockonuyeckasi CTpPyKTypa 3HIOMETPHAIbHON
CTPOMAJIBHO CapKOMBI ¢ OYaraMi OIYXOJH IIOJIOBOTO TSIKa
(ESTSCLE); a — noJsist CTPYKTYp 3HJIOMETPUAIBLHON CTPOMAalIbHOM
CapKOMBI, OKpacKa IeMaTOKCHIIMHOM M 303MHOM; 0 — O4aru
OITYXOJIH TIOJIOBOTO TsDKA, OKPacka IeMaTOKCHIIMHOM U DO3HHOM; B —
TOT K€ OYar Ipu OOJNBIIEM YBEIHYECHHUH, OKPACKa FEMATOKCHIHHOM H
903MHOM; I' — IIOJIOKHUTEIIbHASL PEaKIsi Ha BUMEHTHH B OITyXOJIEBBIX
knerkax, UI'X okpacka; 1 — nonoxutenbHas peakuust Ha CD10 B
OIyXOJIeBhIX KieTkax, MI'X okpacka; € — IOJIOKUTENbHAs PeaKLus
Ha naHnurTokeparuH, MI'X okpacka; s — IOJNIOKHUTENIbHAS PeaKIus
Ha xanbpeTHuH, MI'X okpacka; 3 — MOJOXKHUTENbHAs peaklus Ha
Wtl, UT'X okpacka
Fig. 3. Microscopic structure of endometrial stromal tumors with
sex-cord-like elements (ESTSCLE);

a — fields of endometrial stromal sarcoma structures, hematoxylin
and eosin staining; 6 — foci of sex cord tumor, hematoxylin
and eosin staining; B — the same lesion at higher magnification,
hematoxylin and eosin staining; r — positive reaction to vimentin
in tumor cells, IHC staining; 1 — positive reaction for CD10 in
tumor cells, immunohistochemical staining; e — positive reaction to
pancytokeratin, IHC staining; >k — positive reaction to calretinin,
immunohistochemical staining; 3 — positive reaction to Wtl, IHC
staining

IIpousBeneHa KOHTPOJbHAS T'HCTEPOCKOIUS, IO
JAHHBIM KOTOPOH M3MEHEHUH SHIOMETPHS HE BbI-
aBieHo. llpousBeneHa MHOXKECTBEHHas OuoIrcus
9HIOMETPUS, TPU TUCTOJOTHYECKOM HCCIIE0Ba-
HUM — OHJAOMETpUH TpoiudepaTHBHOIO THIIA.
[Ipu3HaKkoB OIYXOJEBOrO POCTa B MaTepHajie HET.
YuuThIBas pPENpPOAYKTHBHBIM BO3PACT MAMEHTKH,
OTCYTCTBHE OEpEeMEHHOCTEH U pPOJOB B aHAMHE3€
1 3aMHTEPECOBAHHOCTh B COXPAaHEHHUU (EPTHIBHO-
CTH, HAJIWYHE KCIPECCHH ICTPOTCHOBBIX PEENTO-
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POB, MPOBEJCH KOHCUIIMYM, Ha3HAYEHO MPOBEICHUE
TEpanuM aHTUACTPOI€HAMU B TEUCHHE 2 JIET, HOJ
THIATENLHBIM AMHAMHYECKUM HaOmonenueM. [lo
JAHHBIM KOHTPOJIBbHBIX HMCCIEIOBAaHUN (YIbTPa3By-
KOBOE MHCCJICIOBAHNE, THCTEPOCKONHSA), B TEUCHHE
30 Mec. IPU3HAKOB MPOTrpeccHpoBaHus 3a0oJieBa-
HUS HET.

Kiaunndeckoe HaldaoneHue 2

Hayuenmra K., 52 net, obparniachk ¢ xanodaMu
Ha TSAHyIIMe O0onu BHU3Y kuBoTa. Ilo maHHBIM 00-
CJI€ZIOBaHUs, B MHOMETPHUU OIPENEIIIeTCS Y3JI0BOE
oOpa3oBaHue pa3zmepamu 110 4 CM, THIIOIXOT'€HHOM
CTPYKTYpBl C POBHBIMH KOHTypamu (puc. 1, B, T).
OHpomerpuid He BoBiieueH. [lammeHTke mpousBe-
JiIeHa THCTEPOCKOIUs, I'MCTepOpe3eKToCKonus. Ma-
KPOCKOIIMYECKOE HCCIIC[IOBAHUE: HA pa3pese oIpe-
JIeNsIieTCsl OIyXOJEBBIH y3€ll C UETKUMH POBHBIMHU
KOHTYPaMU MHTEHCHBHO KPAaCHOI'O L[BETA C y4acTKa-
MU KpOBOM3JIHSAHUHN pazmepamu 50 X 60 x 40 mm.
OupomeTpuil He yrtommeH. [1o JaHHBIM MHUKpOCKO-
[IMYECKOr0 MCCIEA0BAHUs, TIOJ03PEHHE Ha CaApKOMY
MaTKH.

PexoMeHI0BaHO MOJIyu€HHE HKCIIEPTHOIO TUCTO-
JIOTMYECKOTO 3aKIIOYeHUs! B (pemepasbHOM LIEHTpeE.
CrekJia TUCTOJIOTHYECKUX TPErapaToB mepecMoTpe-
Hel B OI'BY «HMUL pannonorun» Mun3snpasa
Poccun. Ilpu mepecmMoTpe THMCTONIOTMYECKUX Ipe-
[IapaToB BBISIBJIEHA OIyXOJb, HUMEIOLIAs CIOKHOE
crpoeHue. OCHOBY HOBOOOpA30BaHHS COCTABIISLIH
HOoJIE MOHOMOP(HBIX MEJIKUX KIJIETOK, BIAIOIIUX-
cd B MOMJIEXKAIIUA MHOMETpPU B BUAE S3bIKOB. B
OIYXOJIM MHOTO MEJKHX COCYJOB, HAallOMHUHAIOIINX
crupasibHble aprepuu sHaoMerpus. OmyxoneBble
KJIETKH OBaJIbHBIE MJIM OKPYIJIbIE C Y3KUM OOOAKOM
LUTOILIa3Mbl. MUTOTHUYECKas] aKTUBHOCTb HM3Kasd,
10 4 mMuto30B B 10 momnsix 3peHHs HpU OOJIBIIOM
(x 10) yBennuennu. BTOpoil KOMIIOHEHT OITyXOJH
ObUI TPEICTAaBICH CKOIUICHMSIMU 3IUTEINONOR00-
HBIX KJIETOK, (DOPMHPYIOMIUX TSKH, KEJIEIUCTOIO-
JOOHBIE CTPYKTYpBl MHOIIA C aHTUIIOAHBIM PacIio-
JoxeHueM siiep (puc. 2, a, 0, B).

BeinonHeHOE UMMYHOI'MCTOXUMHMUYECKOE HCCIIe-
JIOBaHHE [0KA3aJ0 Te€TEPOr€HHOCTh MMMYHO(EHO-
THna B obomx yuactkax. [lonst sHAOMETpHaNbHON
CTPOMAJIBHOM CapKOMBbl COCTOSUIM M3 KJIETOK, Jaro-
IIMX TOJOXKUTENBbHYI0 peakiuto Ha CD10, Vimentin,
SMUTEJINONOJO0HbIE IEMEHThI ITOJIOKUTENIBHO pea-
rUpOBaJId Ha KanbpeTUHUH, W71, maHIUTOKEpaTHH
(puc. 2, T-3).

3axniouenue: SHAOMETpUANbHAS CTPOMalbHAS
CcapKoMa C 2JIEMEHTaMH OITyXOJIM TIOJIOBOTO TsXKa.

Monexynsaprno-eenemuueckoe ucciedosanue. Bbl-
ABJICH XUMEpHBIH reH AZFI1-SUZI2, ammnduxa-
LK1 KOHTPOJIbHOTO pedepeHcHoro reHa B2M — pe-
aKIus TOJNOXKUTENbHas (puc. 4, B).

YuuTteiBasi BO3pacT MAlUEHTKH, COOTBETCTBYIO-
LIIMHA [IEepUOoAy MOCTMEHONAy3bl, a TAKKe TI'MCTOJIO-
TMYECKUH BapUaHT OMYXOJIH U pe3yabTaTbl UMMYHO-
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Puc. 4. Pe3ynbrarbl MONEKy/ISPHO-TEHETHYECKOTO HCCIIEIOBaHUS; a — KpuBble amiundukaimu rea B2M B o6pasue UTROSCT, tun 1I; 6 —
KkpuBble amuidukanuu renoB AZF1-SUZI2 n B2M B obpazue ESTSCLE, tum 1
Fig. 4. Molecular genetic testing results
a — B2M gene amplification curves in UTROSCT, type 1I; 6 — amplification curves of the AZF1-SUZ12 and B2M genes in the
ESTSCLE, type 1

TUCTOXMMHYECKOTO M MOJEKYISIPHO-TEHETUYECKOTO
HCCIIeJIOBAHUSI, MAIlMEHTKE BBIMIOJHEHO pauKaib-
HOE XHUPYPrU4ecKoe JICYeHHEe B O00ObeMe IKCTHpIIa-
MM MaTKW C Tpuaatkamu. [Ipu rucromornyeckom
WCCJIENOBAaHUU  IOCJICONEPAMOHHOIO MaTepHalia
OTYXOJHW HE BBIABICHO. [lanmeHTka HaXOMUTCS IO
MHAMHYECKUM HAOJIIOIEHUEM, B TE€UEHHE 2 JIET I10-
clie oNepaluu JaHHBIX 3a MPOrPECCUPOBAHUE OIY-
XOJIEBOTO TPOIIECCa HE IMOIYUYEHO.

O0cy:xnenue

B marke BcTpedaroTcs nBa BapHaHTa HOBOOOpa-
30BaHUM, MPEACTABIEHHBIX KaK CTPYKTypaMH 3HJO-
METPUAJILHOM CTPOMaJIbHOM CapKOMBbI C NMPHUMECHIO
9JIEMEHTOB OITYXOJIM IOJOBOIO TsKa, CXOXKEH C Of-
HOUMMCHHBIMH OBapuaJIbHBIMHU HOB006pa30BaHI/I$IMI/I,
TaK U W30JUPOBAHHBIC OIYXOJH ITOJIOBOTO TshKa 0e3
capkoMato3Horo (ona. O0e OmyXoau UMEIOT Pa3HOE
KITMHAYECKOe TEYeHHWE M TPOTHO3, MOITOMY HEO0O-
XO0OAUMO MNPOBEACHUEC HMMYHOI'MCTOXUMHUYCCKOTO H
MOJIEKYIIIPHO-TEHETHIECKOTO ~ MCCIISIOBAHUN  JUIS
MPaBUWJIbHON MOCTAHOBKMU JUATrHO3a U OIMpPEICICHUS
TAKTUKH JICUHCHUS ITAallMCHTKHM, KaK B JaHHBIX KIIH-
HUYECKHUX CHUTYalUsAX, OCOOCHHO IS MPUHSTHS pe-
HIeHHs1 00 OPraHOCOXPaHAIONIEM BapHaHTe JIEUEHUSI.

OmyxXonu MarTKH, THCTOJNOTHYECKH CXOXKHE C
OBapUAIBHBIME ~ HOBOOOPA30BaHUSIMH  TOJIOBOTO
TsKa, TIPEACTABIAIOT COO0M OMyXOMu MaTKH HE JI0
KOHIIa YCTaHOBIIEHHOTO THCTOT€HE3a C Pa3JInYHbI-
MH CTPYKTYPHBIMH IIaTTEPHAMH, U MOLYT IIIHPOKO
AKCIPECCHUPOBATh MapKEPhl AMHUTEITHAIBHBIX, CTPO-
MAaJIbHBIX OIlyXOJIEH U OIlyXOJIEH IIOJIOBOTO TSDKA.
IIpy momo3peHuM Ha JaHHBIA BUJIl OMYXOJHU Clie-
JyeT 00s3aTelbHO MPOBOAUTH NUDdepeHIInaTIbHBIN
JUardo3 ¢ HeﬁOMI/IOMaMH, B T. 4. C COCYAUCTbIMU
TIeKCH(OPMHBIMH  JIEHOMHUOMAaMHU, JIEHOMHOCAPKO-
MaMH, aJCHOMHO30M, CepTOIH(OPMHON 3HIOME-

576

TPUOUHON aJICHOKAPIIUHOMOM, Me30HEGPOUTHOMN
aJICHOKapIIMHOMOM Tejla MaTKH.

BriBoabI

Onyxonyd JaHHOTO TUIA OOJBIIEH YacThIO JI0-
OpoKkayecTBeHHbIE, HO MOTYT PEILUANBHPOBATH MPH
HEpaJIuKaIbHOM XHPYPTUYECKOM JiedeHWH. |mcre-
PIKTOMUIO CJIICAYCT IMPOBOAUTL IIOCJIC 3aBCPUICHUA
mranupoBanus ceMbr. Jis sxermua ¢ UTROSCT,
KOTOpPBIE XOTAT COXPaHUTh (EpPTHILHOCTh, BO3-
MOKHO paccMaTpuBaTh JieueOHbIC MOAXOMIbI C CO-
XpaHeHHeM (EepTHIIBHOCTH, II0CJIe THIATeIhHOTO
UCCIIeIOBaHUs OMNepalMoHHOro Marepuana. [lpu
Hamuuun y manueHTkn Bapwanta ESTSCLE, npwm
KOTOPOM HUMEETCSI COYETaHWE C JHIAOMETPUATBHOMN
CTPOMAJILHOW CapKOMOM, O0O0S3aTEITHHBIM SIBIISICTCS
paaukansHOe JiedeHne. [locKonbKy 3TH Omyxonu
BCTPEUAIOTCSI PEIKO M HCXOJbl Majo H3Y4YeHbI, pe-
KOMEH/IYeTCS TIIaTeNIbHOE JITUTEeIhHOE HAOMIONeHHE
3a MaIMeHTKaMU.
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