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B cTaTbe npencTaBneH KOMNNEKCHbIN aHanM3 KNMHUKO-MOP(ONOrNYeCKNX 0COOEHHOCTE, MONEKYNAPHBIX XapaKTePUCTUK
W TPYAHOCTE [UArHOCTUKN IHLOMETPUAIBHON CTPOMANbHOI CapKOMbI BbICOKOI cTeneHu 3nokadectBeHHocTu (ICCBC3).
370 pepikas v KpaitHe arpeccMBHas ME3eHXMMasbHas OMyX0Jb, XapaKTepU3yLancs Hecneynduyeckoi CUMNTOMAaTUKON.
MporHo3 3a6onesaHns HeGNArONPUATHLINA: 5-NeTHsASA BbIXXMBAEMOCTb He npesbiwaeT 30-35 %, MeAnaHa BbiXKUBAEMOCTU
6e3 nporpeccuMpoBaHus coctasnsier oT 7 4o 11 mec. Boigensior 3 monekynapHbix noatuna ICCBC3 ¢ xapakTepHbIMU ru-
CTONOTUYECKUMU U UMMYHOTUCTOXUMUYECKUMIU 0cobeHHOCTAMU: YWHAE-NUTMZA/B-nonoxuTtenbHelit, BCOR-peappaHxu-
POBaHHbI 1 MOATUN C BHYTPEHHEl TaHAeMHOM aynnukaumeii reHa BCOR. 06ocobneHune monekynapHeix nogtunos ICCBC3
He TOJIbKO MEET IMarHoCTUYEeCKOe 3HaYeHNE, HO U OTKPbIBAET HOBbIE BO3MOXHOCTM /1 NepPCOHANN3MPOBaHHOI Tepanuu.
Iunarnoctuka ICCBC3 conpsixeHa cO 3HAYUTENbHBIMU TPYAHOCTAMU U3-3a BapuabensHOCTM MOpdoNornieckoi KapTuHbi,
CXOLCTBA C APYTMMU Me3eHXMMaNbHbIMW HOBOOBPA30BaHUAMM MATKM U TEXHUYECKUX CNIOXKHOCTEl Npyu paboTe ¢ 6uonTa-
Tamu. C y4eTOM arpeccMBHOro xapaktepa Onyxonu U CIOXHOCTU AMArHOCTUKM 0COB0e 3HaueHWe NpUOOpEeTaeT MeXAUC-
LMNMHAPHBIA NOAX0M C y4acTMEM NaTosor0aHaTOMOB, KNUHULMCTOB U MONEKYNAPHbIX FTEHETUKOB [l YCTAHOBNEHUS
TOYHOrO iUarHo3a 1 OnpeAeneHns ONTUManbHON TAKTUKYN IEYEHUA.
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This article presents a comprehensive analysis of clinicopathological features, molecular characteristics, and diagnostic
challenges of high-grade endometrial stromal sarcoma (HG-ESS). This rare and highly aggressive mesenchymal neoplasm
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is characterized by nonspecific clinical symptoms. The prognosis remains poor, with 5-year survival rates not exceeding
30-35 % and median progression-free survival ranging from 7 to 11 months. Three molecular subtypes of HG-ESS have
been identified, each with distinct histopathological and immunohistochemical features: YWHAE-NUTM2A/B gene fusion,
BCOR-rearranged, BCOR internal tandem duplication. The identification of these molecular subtypes carries significant
diagnostic implications and opens new avenues for personalized targeted therapies. However, HG-ESS diagnosis remains
challenging due to morphological variability, histological overlap with other uterine mesenchymal neoplasms, and
technical limitations in biopsy specimen evaluation. Given the tumor’s aggressive behavior and diagnostic complexities,
a multidisciplinary approach involving pathologists, clinicians, and experts in molecular diagnostics is crucial for accurate
diagnosis and development of optimal treatment strategy.
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OBIIAS XAPAKTEPUCTHKA

DHOoOMeTpHaIbHAs CTPOMaIbHAsl CAapKoOMa BBICOKOM
crereHu 3nmokadecTBeHHOCTH (DCCBC3) — 3710 penkas,
KpaifHe arpecCHUBHasl OITyXO0JIb ME3¢HXMMAJTBHOTO ITPOMC-
XOXIeHus1, Kotopas cocrapisieT 0,2 % Bcex 3710Ka4ecT-
BEHHBIX oryxoseit Matku [1]. CornacHo TociieaHei Kiac-
cudukany BeceMupHOIt opraH3aIiiy 3IpaBOOXPaHEHUS
(2020) DCCBC3 0oTHOCHUTCS K KaTeTOPUU SHIOMETPHUAITb-
HBIX CTPOMAJIBHBIX M POICTBEHHBIX OITyXOJICH, KOTOpas
TaKKe BKITIOYACT SHIOMETPHUAIBHBIN CTPOMAIbHBIA y3e-
JIOK, SHIOMETPHUAJIBHYIO CTPOMAJIBHYIO CapKOMY HU3KOM
crenieHn 3no0kadectBeHHOCTH (DCCHC3) n Hemmdb depeH-
LIMPOBAHHYIO CApKOMY MaTKH [2].

DCCBC3 yaile AMarHOCTUPYETCS Y XKEHIIWH B IIEPH-
MEHOITay3aJIbHOM Tieproe (CpeIHmii Bo3pacT — 45—55 ner),
XOTSI OIMCAHBI CAydan 3a00JieBaHMUS KaK Y MOJIOIBIX
(21-30 n1eT), TaK 1 y IMaIIMEHTOK B IIOCTMeHoOIay3e |3, 4].
Knunandeckast KaptrHa HecrieliIHa U BKITIOYaeT aHO-
MaJjibHble MATOYHbIe KpoBoTeueHus: (65 % ciyvaeB), 601u
B Tasy (22 %) u yBenuyeHue oGbeMa MaTKK Ipyu OUMaHy-
ajgpHOM ucciaemoBanuu (15 %) [5]. B 15—-20 % cny4aeB
OIYXOJIb SIBJISIETCS CIIyYallHOM HAaXOOKOW IMPpY MHCTPYMEH-
TajgpHOM obciemoBanuu [6]. MakTopoM, 3aTpyIHSIONIM
cBoeBpeMeHHYI0 fuarHoctuky DCCBC3, sBisieTcst oTCyT-
CTBHE CITEHM(UIESCKIX CUMIITOMOB 1 OITyXOJICBbIX MapKe-
POB Ha paHHUX cTanusix 3aboneBanusi. KpoMme Toro, B Ha-
crosimee BpeMsl He pa3paboTaHO MOCTATOYHO HAIeXKHBIX
METOJIOB, TTIO3BOJISTIONIMX TOUHO Bepuduimposath DCCBC3
Ha JOOIIepallnOHHOM 3Tare. Takye MeTOIbl, KaK pa3meiib-
HOE TMAarHOCTMYECKOe BHICKAOIMBAHME I OMOIICHS SH-
JTIOMETPHS, TAKXKE YaCTO OKA3BIBAIOTCS HEMHMOPMATHBHBI-
MM, TIOCKOJIBKY TTOJTyYeHHBII MaTepral IIPEUMYIIeCTBEHHO
COIEPKUT ITOBEPXHOCTHBIE YIACTKU SHIOMETPHS, TOTIA KaK
oyarn DCCBC3 pacmonararoTcs Tiyoxe M paciipoCTpaHsI-
[0TCSI B HAIIpaBJICHUM MUOMETpUSI. B pesyibraTe omyxoib
HepeIKo OCTaeTCs HEBBISIBJICHHON BILIOTH IO TUCTOJIOTHYE-
CKOTO MCCJICMOBAaHUS MOCIIEe TUCTEPIKTOMUM, YTO MOXET
MIPUBOIUTH K HEBEPHOI XMPYPIrUIEeCKOl TaKTHKE.

Maxkpockormmuecku DCCBC3 npeacrasiaseT coboit
y3710BOE 00pa30BaHNE C HEYSTKMMHM I'paHUIIaMU, OJIeTHO-

JKEJITOTO 1L[BETa Ha pa3pe3e, PhIXJIOi KOHCUCTEHLIUK, CPE-
HUM pazMepoM 5—10 cMm, YacTo ¢ yyacTKaMU HEKpo3a
u kpoBomanusiHUi. Mukpockonmaeckit DCCBC3 cocro-
WUT U3 OKPYIJIbIX U/WIKM BEPETEHOBUAHBIX KJIETOK C pa3-
JIMYHOM CTEIEHbIO SIAEPHOro MOoJuMopdu3Ma, HEPOB-
HBIMU KOHTYpPaMM SIIEPHBIX MeMOpaH, ¢ HeOOIbLINM
KOJIMYECTBOM 303UMHOMWIBHOM LIMTOILIa3MbI (puc. 1).

KieTku pacmoioxXeHbl Cpedud CETU APEBOBUIHO
BETBSIIIMXCS TOHKOCTEHHBIX COCYOOB. XapaKTepPHBIMU
MUKPOCKOIIMYECKUMU OCOOEHHOCTSIMU SIBISIIOTCS Je-
CTPYKTMBHASI MHBA3Usl B MUOMETPUIA, TMM(OBACKYIIsIpHAst
MHBa3usl, a TAKXKe BBICOKAs! MUTOTUYECKASI AKTUBHOCTh
M HaJIM4Me MHOXECTBEHHbIX (DOKYCOB KOAryJISILIMOHHBIX
HeKpo3oB [7, 8].

B DCCBC3 nabmonaercst BaprabdeibHas 3KCIIpeccust
MMMYHOTMCTOXMMUYECKUX MapKepoB. BaxHbIM auarHo-
CTUYECKMM MapKepoM BhICTymnaeT uukiud D1, akcmpec-
CHsI KOTOPOTO CYUTAETCSI MOJIOXKUTEIbHOM ITpY OOHApYXe-
HUU SIIEPHOrO OKpaiuuBaHust B >70 % KIIETOK OIyXOJIH
[9]. 3HAUMMBIM THATHOCTHYECKUM KPHUTEPHEM SIBIISICTCS
TakXe IMOJIOXMTeIbHas saepHas akcrpeccuss BCOR,
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Puc. 1. Mukpockonuueckas kapmuna 3H0OMemMpPUANbHOU CMPOMANbHOU
CapKoMbl 8bICOKOU cmeneHu 310kavecmeennocmu. OKpacka eemamoxcuau-
HOM U 203unom, %200

Fig. 1. Microscopic view of high-grade endometrial stromal sarcoma.
Hematoxylin and eosin staining, x200
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omnpezessieMast IpU SIAEPHOM OKpallMBaHuuU B >95 % ormy-
X0J1eBBIX KJIeTOK. CornacHo gaHHBIM JuTtepaTypsl BCOR
IeMOHCTpHUpYyeT Iu(QY3HBIN XapakKTep SKCIPEeCCUH
B 75 % ciny4aes [10]. I1pu aTom tukiud D1 akcnpeccu-
pyetcs Bo Beex cimydasx DCCBC3 [11]. Bkenpeccus CD10
B OOJIBIIMHCTBE CIIy9acB OTPUIIATSIbHAS WJIM O9aroBast
[12], ER u PR — oTpuiiaTenbHast, 4To CBSI3aHO C MMOTepeit
I depeHIUPOBKU SHIOMETPUATBHBIX CTPOMAIBHBIX
kierok [8]. Takum obpazom, ummyHonpoduas BCOR+/
mukmmHD 1+ /CD10— obiamaeT BRICOKOM crielM(pUIHO-
CTBIO, UTO AEJIAeT €r0 EHHBIM THarHOCTUICCKIM HHCTPY-
MeHTOM npu rogo3penun Ha DCCBC3 [11].
DHIoMeTpHuaabHas CTpOMaJIbHasI CapKOMa BEICOKOM
CTETICHU 3JI0KAYSeCTBEHHOCTU OTHOCHUTCS K OIyXOJISIM
C HeOJIarONmpUSITHBIM IPOTHO30M M aCCOIMMUPYETCS
C PAaHHUMM PeUUMIUBAMU 1 BBICOKOM cMepTHOCTBIO [13].
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ITo pa3nmYHBIM TaHHBIM, 5-JIETHSIS BBIKMBAeMOCTh HE
npesbimaer 30—35 %, a MegMaHa BBIKMBAeMOCTH 0e3
MIPOTPECCUPOBAHUS 1 00IIast BBIKMBAEMOCTh COCTABJISI-
o1 7—11 1 11-23 Mec cooTBeTcTBeHHO [14, 15]. OCcHOB-
HBIMH (paKTOpaMM HEeOJIAaTOIPUSATHOTO IIPOTHO3A SIBJIS-
oTcs ctaaud 3aboneBanusd no FIGO, pasmep omyxoimn
>5 cM, BBICOKAst MUTOTHYECKAsI aKTUBHOCTB (> 10 MuTO-
30B Ha 10 moseii 3peHus IIpu OOJIBIIOM YBEIMYCHUN)
u MoJieKyIsipHBIA mogtun YWHAE-NUTM2A/B-niono-
KUTEeNbHBIN [14, 15].

B Hacros11ee BpeMst M3BECTHBI 3 MOJICKYIISIPHBIX IO -
mnna 3CCBC3: YWHAE-NUTM2A/B-T1010XUTEIbHEIA,
BCOR-peappaHXpOBaHHBIM U TTOATHUII ¢ BHYTPEHHEH
TaHJIeMHO# nyrumkanyeit reHa BCOR. Kaxnplii 13 HUX
nMeeT CBOU MOP(OIOTUIECKIE 1 UMMYHOTUCTOXUMIYEC-
CKHe 0cobeHHOCTH (Tabm. 1).

Tadmuua 1. Cpasnumenvras xapakmepucmuka MoAeKYAAPHbIX NOOMUNOE FIHOOMEMPUANbHOL CIPOMANbHOL CAPKOMbL BbICOKOL CIENeHU 310K auecmeeH -

Hocmu

Table 1. Comparative characteristics of molecular subtypes of high-grade endometrial stromal sarcoma

YWHAE-NUTM24/

XapakrepucTHKa B-nonoxurenbHbIi

t(10;17)(q22;p13) — causiHUE
YWHAE-NUTM2A/B
t(10;17)(q22;p13) —
YWHAE-NUTM2A/ B fusion

MounekyasipHasi iepe-
CTpOMKa
Molecular rearrangement

Menkue Kpyrible KJISTKU

(«MenKue Kpyrjible CHHUE

KJIETKW») C MaJIbLIEBUIHOM
WHBa3UEH,

Mopdonorus
P 50 % MMeroT HU3KO3TOKAaYeCTBeH-
Morphology .
HBIA KOMITOHEHT
Small round cells (“small blue round

cells”) with finger-like invasion,

50 % have low grade component
DKcIpeccust

+++ (>

] (=70 % knerok)

R % of
Cyclin D1 expression (Elllotcells)
Okcnpeccusgs BCOR it
BCOR expression
— (BBICOKO3JIOKAYeCTBEHHasI ) /+
(HM3KO37I0KaYeCTBEHHA)
— (high-grade)/+ (low-grade)

Okcnpeccusa CD10
CD10 expression

— (BBICOKO3JIOKaYeCTBEHHast) /+

KCIT nsg ER/PR
JKenpece / (HM3KO3JI0KAYECTBEHHAS)

ER/PR expression — (high-grade)/+ (low-grade)
Okcnpeccus CD117
(KIT) aF

CDI117 (KIT) expression

Okcnpeccust Pan-TRK I
Pan-TRK expression

Oxkcnpeccust CD56 i
CD56 expression

Okcmnpeccusa CD99
CD99 expression

BCOR-peappanxupo-
BAHHBII

C BHyTpeHHeli TAHIeMHOI
nymmkameid BCOR

t(X;22)(pl1;q13) — causg-
Hue ZC3H7B-BCOR
t1(X;22)(pl1;q13) —
ZC3H7B-BCOR fusion

BHyTpCHHHH TaHAEMHad OAyILIN-
Kanwus B 15-m sk30He reHa BCOR
Internal tandem duplication
in the 15" BCOR gene exon

KomOnHanus BeIcOKO3I0Ka4e-
CTBEHHBIX KPYIJIbIX/BEPETEHO-
BUIHBIX KJIIECTOK M1 HU3KO3JIOKA4Y€C-
CTBEHHOTO (DMOPOMUKCOUTHOTO
KOMITOH€HTa
Combination of high-grade
round/spindle-like cells and low-
grade fibromyxoid component

BepereHoBUIHbBIE KIETKU
C MUKCOUIHOM CTPOMOWA,
KOJLJIAT€HOBBIE OJISIIKKA
(50 %)
Spindle-like cells with myxoid
stroma, collagen plaques (50 %)

+++ (>70 % kneToK)
+++ (>70 % of cells)

+++ (muddysHas)
+++ (diffuse)

+ (~50 % xieToK)
+ (~50 % of cells)

+++ (mudpdysnas)
+++ (diffuse)

4 +/ — (cnabasi/ovyaroBas)
+/ — (weak/focal)
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MOJIEKYJISAPHBIE ITOOTHIIbI

DHIOMETPUAJIBHOW CTPOMAJIbBHOM

CAPKOMUBI BLICOKOW CTEITEHU

3JIOKAYECTBEHHOCTHU

YWHAE-NUTM?2A/ B-no10XKHATEeIbHbIA TOATHIT

JaHHBI BapWaHT OOYCIIOBJICH TpaHCIOKAIIMEH
t(10;17)(q22;p13), mpuBomsIeii K 00pa30BaHUIO XUMEp-
Horo reHa YWHAE-NUTMZ2A/B c mponyKiiieit OHKOOeI-
Ka 14-3-3. DT0T 0€JIOK BBI3bIBA€T KOHCTUTYTUBHYIO aKTH-
Baruro curHambHEIX myTeit RAF/MEK/MAPK u Hippo/
YAP-TAZ, uTo npuBOOUT K CBEpX3KCIIpeccuu nukimHa D1
W IPYTHUX OETKOB, YYACTBYIOIINX B IIpOIHbepalii KJIeTOK,
aHTUOTeHe3e, SIUTEINATbHO-Me3¢HXUMATbHOM TIepexoe,
peryisiunu anonTo3a [16, 17]. IiucTomorndyecku oImyxoib
MpeacTaBicHa MHOUIBTPATUBHO PACTYIIMMM THE3IaMU
MEJIKHUX OKPYIJIBIX KJIETOK CO CKYIHOM ITMTOIIa3MOM
(«MeJIK1e KPYIJible CHHUE KJIETKI» ), BHICOKOM MUTOTHYEC-
KOI aKTUBHOCTEIO (>10 MmTo30B/10 moeil 3peHns TIpU
OOJIBIIIOM YBEIMIEHNH ), MHOXKECTBEHHBIMI HEKPO3aMH OITy-
XOJIEBBIX KJIETOK Y TTAJIBLIEBUTHON MHBA3UEN B MUOMETPUIA.
B 50 % ciyuaeB oTMe4aeTCst HU3KO3/I0KAueCTBEHHbII Be-
PETCHOKJIETOUYHBIE KOMIIOHEHT, HAITOMWUHAIOIIAN
BCCHC3 ¢ HeOOMBIINM KOJTUISCTBOM MUTO30B (<3 MU-
T030B/ 10 MoJIeit 3peHMsI TIpY OOJIBIIIOM YBEIIMUECHII) U OT-
CYTCTBHEM HEeKp030B. UIMMyHO(DEHOTHUIT XapaKTe prU3yeTCsT
skcnpeccueit uukanHa D1, BCOR, CD117, Pan-TRK,
CD56 1 CD99 B BEICOKO3/I0KAUY€CTBEHHOM KOMIIOHEHTE,
TOrIa KaK HI3KO3JI0KAa9eCTBEHHBII KOMITOHEHT 3KCITPeC-
cupyetr CD10, ER 1 PR [7].

BCOR-peappanKupoBaHHbIii NOATHIT

AccollmpoBaH ¢ XpOMOCOMHBIMU TIEPECTPOKAMM,
yatie Bcero t(X;22)(p11;q13) ¢ obpazoBaHrEM XUMEPHOTO
reHa ZC3H7B-BCOR. XuMmepHBIii 0eJI0K HapymIaeT (hbyHK-
U0 TTOJIMKOMO-pernpeccuBHOTO Komiuiekca PRCI,
YTO IPUBOIUT K ACPENPECCUM TeHOB-MUIIIEHEN 1 aKTH-
BalUMU MpojudepaTUBHBIX CUTHAIbHBIX IyTeil. B 60—
70 % ciyyaeB ITOIOJHUTENBHO HaOMIOOAeTCS aMILIUdu-
Karust Jjokyca 12q14—15 (MDM2, CDK4), 9aro crioco0CTByeT
WHAKTUBALUMU P53 1 YCKOPEHUIO KJIETOUHOTO InKia [18,
19]. Mopdosornaecku OIryXojIb COCTOUT U3 OeCTIOpsIIOY-
HBIX ITyYKOB BEPETCHOBUIHBIX KJIETOK C OJICTHO-CHUHEH
WM 303MHO(MWILHOM LIUTOIUIa3MO, BEIpa)KeHHON MUK~
COMITHOM CTPOMOI M KOJUTATCHOBBIMM OJISIIITKAMM TIPUMEP-
Ho B 50 % ciyyaeB. XapaKTepHbI BbICOKASI MUTOTUYECKAsI
akTUBHOCTH (=10 mMuTo30B/10 TOMIEH 3peHMS IIPH OOJIb-
IIOM YBEJIMICHNH ) ¥ MH(PaPKTOIIOT0OHBIe HEKPO3bl. M-
MYHOTHCTOXMMHWYECKH BBHIABIsICTCS dKcmpeccuss CD10,
muknuHa D1, Pan-TRK u BCOR [20]. B otnmnume ot npy-
TUX TTOATHUIIOB TTOJTHOCTBIO OTCYTCTBYET HIM3KO3JIOKAYECT-
BEHHBIN KOMIIOHEHT.

IToaTun ¢ BHyTpeHHeli TAHIEMHOI AyIIMKAMei

rena BCOR

Otnryaercsl BHYTPEeHHUMM TaHIEMHBIMU IYTIAKA-
LUSMUA pa3IndHON IIWHBI B 15-M sk3oHe reHa BCOR,
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YTO IIPUBOIUT K CTHTE3y YKOPOUSHHOTO He(DYHKITMOHAITb-
HOTO OeJIKa ¢ YaCTUYHOM ITOTepeil CITIOCOOHOCTH PEKPYTH-
poBath PRC1-kommiekc. B otmmune ot BCOR-peappaH-
KMPOBAHHBIX OITyXOJIEH IPU 3TOM ITOATHUIIE OTCYTCTBYET
ammudukanuust MDM2/CDK4 [10]. Omyxonb codeTaer
3 KOMIIOHEHTA: aTUIIMIHBIC MEJIKNE OKPYTJIBIC KIIETKH,
ATUTIMYHBIC BEPETCHOBUIHBIC KJICTKH, a TAKXKE MOHOMOP(D-
HbBIC BEpeTCHOBUIHBIE KIIETKH Ha (DOHE (PHOPOMUKCOMITHOM
CTpOMBI. XapaKTepHbI JTUM(OBACKYJISIpHAS MHBA3Hs, He-
KPO3 OITyXOJIEBBIX KJIETOK, BEICOKASI MUTOTUYECKAs aKTUB-
HOCTB (=10 MuTo308B/10 1101€#1 3peHNS TIPU OOJIBIIIOM YBE-
qmyeHnn). OMyXoJIM 3TOr0 MOJICKYJISIPHOTO IIOATHITIA
skcnpeccupyior BCOR, ki D1 u Pan-TRK B BeIcoko-
1 HU3KO3JI0KaYeCTBEHHBIX KOMITOHEHTax [21—23].

KirtoueBrle maToreHeTMYECKIE MEXaHU3MBI M XapaK-
TepHBIC MOP(DOJIOTHIECKHE YEPTHI 3 MOJIEKYJISIPHBIX ITOI -
tirioB DCCBC3 oTpakeHbI Ha puc. 2.

Kpome ommcaHHBIX, HETaBHO OB OTKPBIT HOBHIU
rmoaTuIl BeicokoarpeccuBHoit DCCBC3, xapakrepusyro-
muiica mytauusiMu B reHax ERBB2/ERBB3 n TONOXHU-
TenbHOI aKkcmpeccueit S100 m SOX10 [24]. ITpoucxoxme-
HUE W TOYHas KiIacCUMUKAIUsS 3TON CapKOMBI ITOKa
TPEOYIOT YTOUHEHMSI, KaK ¥ IIOTeHIIMAIbHEIC TTPEUMYIIIE-
CTBa TAPTETHOU Tepary, HAIIPAaBICHHOW Ha TUPO3MHKHU-
HasHble MyTanu ERBB2/FRBB3. Tem He MeHee UCIIOb-
3oBaHne SOX10 B KauecTBe CKPMHMHIOBOTO MapKepa
MIPY TUATHOCTUKE BBICOKO3JIOKAYECTBEHHBIX HEKJIACCH-
(prIMpoBaHHBIX CAPKOM MAaTKHM MOXKET IOBBICUTD €€ TOU-
HOCTh M OOJIETYNTH BHIOOP TAKTUKM JICYCHHSI, OCOOCHHO
B CIIy4asiX, IOOO3PUTEIbHBIX Ha Hemud(epeHITMPOBaHHYIO
CapKoOMY MaTKHU.

Brigenenne monexkynsipHbeix nmoarunos DCCBC3
HE TOJIBKO MMEET TUAarHOCTUYeCKOe 3HaYeHWEe, HO M OT-
KpBbIBaeT HOBBIC BO3MOXKHOCTH ISl TIEPCOHATIM3MPOBaH-
HOI Tepanuu [25].

TPYIHOCTHU JUATHOCTHKU
DHIOMETPUAJIBHON CTPOMAJIbHOM
CAPKOMBI BEICOKOW CTEITEHU
3TIOKAYECTBEHHOCTHU

HecMorpst Ha BHepeHHE B MPAKTUKY COBPEMEHHBIX
MMMYHOTMCTOXMMHWYECKMX Y MOJIEKY/ISIPHO-TEHETUYECKIX
MmeTonoB, auarHoctuka DCCBC3 ocTtaeTcs CIOXHOMN
¥ MHOTOKOMITOHEHTHOM 3a1a4eil. TpyaHocT ee Bepudn-
Kaluy oOyCIOBJIEHBI LIEJBIM PSIIOM (haKTOPOB, HAYMHAS
C MpeaHaTNTIYECKMX STAITOB NCCIIEIOBAHNS U 3aKaHIMBasT
VHTEPITPETALINEN CIIOKHBIX MOJIEKYISIPHO-TEHETUYECKIX
JAHHBIX.

KoroueBble mpo0ieMbl BKJIIOYAIOT OTPaHUYEHMST, CBSI-
3aHHBIE C KAYECTBOM U 00BEMOM OMOTICUITHOTO MaTepu-
aja, YaCTUYHBIM COBITaJeHNEM MOP(OIOTHYECKUX TIPU-
3HAKOB 1 UMMYHOTUCTOXMMMUYECKOTO MTPOMWIIS C APYTUMU
OITyXOJIEBBIMU TMTOPAXKEHUSAMM MaTKH, CYyOBEKTUBHOCTBIO
OLIEHKM MMMYHOTHCTOXUMUYECKIX MAPKEPOB, HEOOXOIM -
MOCTBIO TIPUMEHEHMST TOPOTOCTOSIIINX MOJIEKYISIPHBIX
TECTOB.
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components

Puc. 2. [lamoeenemuueckue mexanuzmvl u XxapaKkmepnoie Mopgoaoeuyeckue uepmol 3 MOACKYAAPHbIX NOOMUNOE IHOOMEMPUANLHOU CIPOMAAbHOU CAPKOMbL
BbICOKOIL CMeneHuU 310Ka4ecmeeHHOCmU (UAACMPAYUs 8bINOAHEHA A8MOPaMU CMamol ¢ UCNOAb308aHueM npoepammol Biorender). ITD (internal tandem

duplication) — eénympenHss maHOemHas OYNAUKAUUs

Fig. 2. Pathogenetic mechanisms and characteristic morphological features of the 3 molecular subtypes of high-grade endometrial stromal sarcoma (the diagram
was created by the authors using Biorender software). ITD — internal tandem duplication

C y4eToM HEMmOoCpPeNCTBEHHOTO BIUSTHUSI TOYHOCTU
JMIMATHOCTUKHU Ha BEIOOP TE€PAIUU U IMTPOTHO3 3a00J1€BAHUS
KOMIUIEKCHBII aHAJIU3 9TUX ACTIEKTOB SBJSIETCS OCOOEHHO
aKTyaJIbHbIM.

IIpo6siembl, CBSI3aHHBIE C KAYECTBOM M 00BHEMOM

MarepuaJia

Oco0y10 CIIOXXHOCTD MPENCTABISIIOT CIyYau C OTPaHU-
YEHHBIM 00BEMOM OMONICMOHHOTO MaTepralia, MOJTy4YeH-
HOTO TIPU TUCTEPOCKOIMMYECKUX OMOTICUSIX Y Pa3IeTbHBIX
JIMarHOCTUYECKUX BbICKAOJMBaHUSIX, a TAKXe ¢ oOpaslia-
MU, TTOJBEPTUIUMHUCS TEKTPOMEXaHNIECKON MOPIIEIIIS -
unu. B Takux cutyanusix TKaHb OTYXOJIU MOXET OBITh
CUJTbHO (hparMEHTHUPOBAHA, YTO CYIIECTBEHHO 3aTPYAHSIET
OLIEHKY KJTIOYEBBIX TUATHOCTUIECKUX KPUTEPUEB, KaK Ma-
Kpo- (MHBa3UBHBI! POCT), TAK 1 MUKPOCKOITMYECKIX (CTe-
MEeHb [IUTOJOTUYECKON aTUTIMA U MUTOTUYECKAsT aKTUB-
HOCTB).

Makpockonieckoe UCCaeT0OBaHNe UTPAET KPUTHUE-
CKM BaXXHYIO POJIb: TIIATEbHBII OCMOTP OTIEPAlIMIOHHOTO
MaTtepuaa Mo3BOJISIET BBIICTUTH TONO3PUTENbHbBIE yIacT-
K1 (C XeITOBAaThIM OKpAalllMBaHUEM, OYaru HEKpO3a)
1 00ECTIeYUTh aIeKBATHBIN BEIOOP TKAHU JJISI TUCTOJIOTH -
yeckoro ucciemnoBaHusi. Hemocratounast cdukcauus

Marepuaina M OIKNOKU MPU B3ITUU (DparMeHTOB TKAHU,
CBSI3aHHBIE KaK C TEXHUYECKUMU (haKTopamMu, TaK U C KOT-
HUTUBHBIMY UCKAKEHUSIMU, MOTYT CYIIIECTBEHHO CHU3UTh
JIMarHOCTUYECKYIO LIEHHOCTh UCCIIEIOBAHUS Y 3HAYUTEITh-
HO OTCPOYUTH TTOCTAHOBKY MTPaBUJILHOTO JUArHO3a.

ITpu nepBUYHOM HcClIeAOBAHUM OMOTICUITHOTO MaTe-
puanma 3CCBC3 Hepenko OIMMO0YHO MHTEPIIPETUPYETCST
MMaToJIoraMy KaK aTUMMYHas Jiefiomruoma ninu Heaudde-
PEeHIIMPOBAaHHASI CApKOMa, OCOOEHHO B ClIyyasiX OTCYT-
CTBUSI XapaKTepHBIX HeKpo3oB. Tak, mo qanHbM H. Yoshida
U COABT., 4aCTOTA JUATHOCTUYECKUX OIIMOOK MTOCTUTAET
30—40 % [26].

Juddepennuaibaas TMarHocTUKA

Hubdepenunansuas nuarnoctnka DCCBC3 npen-
CTaBJISIET 3HAYUTENbHBIE CIIOXKHOCTY BBUIY BRIPAXKEHHOTO
MOP®HOTIOTUIECKOTO 1 UMMYHO(DEHOTUTTUIECKOTO CXOII-
CTBa C pSIOM APYTUX omyxosei MmaTku. Haubosnee 3Hauu-
MBIMU B JAHHOM CJIy4yae SIBJISTIOTCSI KJIETOYHAs JieiioMu-
oma, DCCHC3 u nenmuddepeHIMpoBaHHas capKoMma
MaTKu. XapakTepHbie MOP(OIOTUYECKIE TPU3HAKI, UM-
MYHOTUCTOXMMWYECKUI PO UMb, TEHETUUECKUE TIepe-
CTPOWKM ¥ JAOTIOTHUTENBHBIE OTIMUUTETbHbBIE TTPU3HAKYT
BBILIEYTTOMSTHYTBIX OTTYXOJIelt OTpakeHbI B Ta0I. 2.
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IIpo6JieMbl HMMYHOTHCTOXHMHYECKOI HHTEPIPETAIIMA

MMMYHOTUCTOXMMHUYECKOE MCCAEAOBAHUE HUIPAET
KJTIo4eByl0 pojib B guarHoctuke DCCBC3, ogHako ero
MPUMEHEHNE COIMPSIKEHO C PSAOM CYILECTBEHHBIX METO-
JIOJIOTMYECKUX U UHTEPIIPETALIMOHHBIX CIIOXHOCTei. Ba-
prabdeIbHOCTh UMMYHOGMEHOTUIINYECKMX XapaKTEPUCTHUK,
OTCYTCTBHME YHUBEPCAIbHBIX JUATHOCTUYECKUX AJITOPUT-
MOB ¥ HEOOXOAMMOCTb IpoBeaeHus AuddepeHLInaTbHOI
JUAaTHOCTUKU C IIMPOKKUM CIIEKTPOM HOBOOOPa30BaHUI
CO3aI0T CYLLIECTBEHHbIE ITPOOJIEMbI B ITOBCEAHEBHOM I1a-
TOJIOFOAHATOMUYECKOI ITPAKTUKE.

Oco0y10 IMAarHOCTUYECKYIO TUJIEMMY CO31aeT UMMY-
HOTMCTOXMMHUYECKOE MepeceyeHue ¢ APyruMU Me3eHXH-
MaJIbHbIMM OIyXOJIsSIMM MaTKu. Harpumep, ouarosast aKc-
npeccus CD10 moxer Habmogatecsa B 60—70 % ciydyaes
DCCBC3, Ho Takxe xapakrepHa mist 21 % KiIeTOYHBIX
neiiomuoM [27, 28]. AHAJIOTUYHO DKCITPECCUST LIMKITH-
Ha D1, XOTSI ¥ cuMTaeTCss OTHOCUTENIBHO CIelUPUIHOI
st DCCBC3, MoXeT BCTpeuaThCsl M P APYTUX 3710Ka-
YeCTBEHHbBIX HOBOOGpa3oBaHusX [29].
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TexHyeckye acIeKThl TMMYHOTUCTOXUMIYECKOTO HC-
CJIeIOBAaHMS TAKXKE CO30AI0T JOMOJHUTEIbHbBIE CIOXKHOCTU
B auarHocTrKe. CyOBeKTHBHOCTD BU3YaTTbHOM OLICHKH CJTA00M
WJIM OYaroBOi SKCIPECCUH, PATNUKS B METOMMKAX (PHKCALTAN
1 00pabOTKM MaTepHalia MexXIy JadopaTopusIMU, TIPOOIEMBbI
BOCIIPOM3BOAMMOCTH PE3YJIBTaTOB CYIIECTBEHHO BIIUSIIOT
Ha TIPeM3MOHHOCTh THCTOITATOJIOTUICCKOM OLIEHKH.

IIpakTHyecKue peKoMeHaaun

IToctanoBka BepHoro auardHo3a DCCBC3 tpedyer co-
OIOIeHUSI HECKOJIBKMX BaXXKHBIX IPUHIMIIOB. I1pexme
BCETO HeOOXOAMMO MPaBUJILHO B3SITh M 00paboTaTh OMO-
Matepuai. [1p1 MaKpOCKOITMYECKOM MCCIIeIOBAaHUN HE-
00XOIMMO TIIATETFHO UCCIICA0BATh BCE MOCTYITHBIC (hpar-
MEHTBI, 00paTUTh BHUMaHME Ha XapaKTepHBIC M3MEHCHMS
OKPAaCKM W YIACTKN HEKPO30B, OTOMpas 0OpasIlbl U3 M0o-
TPaHWYHBIX 30H OITYXOJIY 1 BU3YyaJIbHO HOPMAaJIbHOM TKa-
HU, a TIPA BO3MOXHOCTHU — OpaTh 00pa3elr IIeJTUKOM.

He MeHee BaxKHBIM SIBJISIETCST yIeT KIMHUKO-aHaAM-
HECTHMYECKNX TaHHBIX — (PM3UKAJIBHOTO 00CIeIOBaHMSI,

Taomaua 2. Juggepenyuanrvhas ouaznocmura s3H0OMempuanbHou CMpOMAAbHOU CAPKOMbL bICOKOL CMENeHU 310Ka4eCmeeHHOCmU

Table 2. Differential diagnosis of high-grade endometrial stromal sarcoma

DHIOMETPHAIBLHAS CTPO- DHIOMeTpHATbHAS
. Henuddepen-
Kpurepun MaJibHas CAPKOMA HU3KOM CTPOMAJIbHAS CAPKOMAa e o
CpaBHeHMS Knerounas neiiomnoma cTeneHn BBICOKO# CTENeHH 3JI0Ka- c aplg)M 2 MATKH
3JI0KAY€CTBEHHOCTH YEeCTBEHHOCTH
BoipaxkeHHbI MOJIUMOp-
ITanoukoBuAHBIE/CHUTAPO- ¢bu3M, BEICOKAsI MUTO-
00pa3HbIe KJIETKU ¢ OOMIILHOM OIHOPOTHBIE MEJKHE KIIET- TUYECKas aKTUBHOCTb ITonnas ytpara
303UHO(PUIBHOM LIUTOILIA3MOM, K1, CXOXHE C IPONHdbepa- (>10 muTo30B/10 MOJIEl  TMCTOJOTUYECKOM
Mopdomorus 00raToKJIETOUYHBIE 30HbI, ITyYKO- THB’H oif (basoi 3];1){ TOM eTIfMH 3peHMSI C OOJIBIINM YBEe-  CIEeU(UIHOCTA
Morphology BO€ PacrojOoXeHNEe - R JIMYEHUEM) Complete loss
. - . . Homogenous small cells similar . - .
Rod-like/cigar-like cells with S . Pronounced polymorphism, of histological
. . ) to proliferative endometrium . o L BT
abundant eosinophilic cytoplasm, high mitotic activity specificity
cell-rich zones, storiform pattern (>10 mitoses/ 10 fields of view
at high magnification)
HMmmyHOTHCTO- OTtcyTcTBUE
o + +, h- - + +
XAUMUYECKUIA SMA+, necmun+, h-xanzec Hupdyznas CD10+, Huxm D1+, BCOR, crnenu@uuecKnx
mon+, CD10—, ER/PR motepst ER/PR
npoduib e i ER/PR+ . . ~ MapKepoB
Immunohisto- sl sl -aaldenmaiis, Diffuse CD10+, ER/PR+ el D, B0 o Absence of specific
. o CD10—, ER/PR— ) ’ of ER/PR : ‘l_
chemical profile markers
Monexynsapusie MEDI2wmytauuu (B 70 % ciyya- YWHAE-NUTM?2- O
o . cnenuduyecKknx
MapKepbl €B), HopMaJibHblii Kapuotunn ~ JAZFI-SUZI2 nepectpoiiku  uiu BCOR-v3MeHeHUs: HEDECTDOOK
Molecular MED 12 mutations (in 70 % of cases), JAZFI1-SUZI2 rearrangements YWHAE-NUTM?2 or BCOR ) p p‘ .
. ) ) Absence of specific
markers normal karyotype changes iy
rearrangements
Menkue apTepuoJIbl, XapakTepHast
Backynsipusza- TOHC;S[;Z??};;‘I{?—S,?; ﬁI:T’ lg/zllcce— CXOXHE C HOPMAJIbHBIM IPpeBOBUIHO BeTBsAmasgcss  Hecnenudpuue-
s SHIOMETPUEM COCYIMCTasl CETh CKUI MaTTepH

Thick-walled vessels, diffuse mast

Vascularization
cells

YeTkue rpaHuUlibl, OTCYTCTBUE

Small arteriolas similar
to normal endometrium

Characteristic tree-like Non-specific pattern

branching vascular network

WHBA3UU U HEK] B, HEpaB- - Ar VBHBII
Ao H01313e HbIE ;e[):(ﬁ)efoq?ﬂ?e MenieHHbI POCT, XOpO- VLR ACRTIGI v0sT B Oré(?rCc AHHUE
HbIE IPU3HAKN p TN, X MOXHBI HEKPO3bI POCT, p
. pacuupeHusa LUK IIPOTHO3 . ] - MeTacTa3bl
Additional Invasive growth, necrosis

Clear boundaries, absence
of invasion and necrosis, nonuniform
intercellular distensions

features

Slow growth, good prognosis

Aggressive growth,

is possible
early metastases
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JIUHAMUKUA POCTA OIYXOJIM, JAHHBIX BU3YaJIU3aLIUOH-
HBIX UccaenoBaHuii. [1p1 BOSHUKHOBEHUH TMATHOCTH -
YeCKHMX TPYIHOCTEH 00s3aTeIbHO CIenyeT IMIPOBOINTH
BHYTPEHHHUI KOHCHIJIMYM C IIPUBJICYEHUEM OIIBITHBIX
IMaTOJIOTOAHATOMOB OTACICHMS WU HAIIPaBJISITh MaTe-
puan B pedepeHc-I1ab0paTOpUU ST TTOATBEPXKIACHUS
IMarHo3a.

JAnarHOCTHIeCKUIA TIPOLIeCcC HOJDKEH OBITh IMOCIIEI0-
BaTeJIbHBIM — OT PYTUHHOT'O TUCTOJIOTHTIECKOTO HCCIICI0-
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