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Pe3ome

Beepenue. HecMoTps Ha TO 4TO KapunHocapkoma su4HukoB (KCH) BCTpevaeTtcs KpaitHe pefiko, AaHHOe 3abonieBaHue UMeeT
OrpOMHOE MeLMKO-COLMaNTbHOE 3HAYEHIE C Y4ETOM 04eHb BbICOKOW CTENneHM 06LLel CMePTHOCTY, PELIMANBHOCTI, METacTa3npo-
BaHUS, 9KOHOMMYECKINX PACXOL0B HA BEAEHWE NALNEHTOB.

Llenb: 0606LMTb COBPEMEHHbIE HAay4Hble JaHHble 0 KCS.

Matepuanbl u meTogbl. CTpaTeris nomcka NONHOTEKCTOBbIX CTATEN HA aHIMIIACKOM 5i3bIKe, 0ny6nuKoBaHHbIx B PubMed/MEDLINE,
Scopus, Web of Science, Google Scholar, 6bina 0CHOBaHa Ha CrefyHLLIMX KITHO4EBbIX CNOBAX: «0varian carcinosarcoma», «etiology
and pathogenesis», «epidemiology», «classification», «clinical picture», «diagnosis», «treatment». [my6uHa nomcka cocrtasuna
2010-2022 rr., npuopuTeT BbIN cAeNaH Ha rnybuHy noucka 3a nocneguue 5 net (2017-2022 rr.).

PesynbTatbl. 06HapyXeHbl 48 cTaTel Ha aHMUACKOM A3blke, 0ny6iMkoBaHHble ¢ 2016 no 2022 rr., u3 Hux 47 (97,9 %) ctatei
0ny6nnKOBaHbI 3a NOCNeaHNe 5 neT. Hay4yHoe 3HaHWe NpeficTaBNeHO UCCNe0BaHNAMY C Manoii BbIGOPKON NALWEHTOB 1 C HEBbI-
COKOW [l0Ka3aTe/bHON 6a301. Pe3yrbTaTbl aHann3a BbISBIEHHbIX NYOIMKALMIA NOKA3aJIM OFPAHNYEHHOCTb, Q)parMeHTUPOBAHHOCTb
11 MPOTMBOPEYNBOCTb Hay4HbIX AAHHbIX KaK B BOMPOCAX STUONOMMN, MAaTOreHe3a v Ne4eHnst, Tak u BnnsiHus ctaguii KCS, BospacTa
1 Apyrux PakTopoB pUCKa Ha BEPOSTHOCTb PEeLBOB.

3akntouenue. OTCYTCTBIE OBLUNPHbIX KNMHNYECKNX UCCNIEN0BaAHNIA U HANM4Me OrPOMHOI0 KOIMYECTBA CMOPHbIX MOMEHTOB MOXHO
06bACHUTb Marnon pacnpoCTPaHEHHOCTbIO 1 CNOXHbIM naTtoreHe3oM KCH. Tem He MeHee Nofy4YeHHbIe B X046 0000LLEeHNS Hayy-
HOrO 3HaHWA pe3ynbTaThbl AAKT peanbHOe NPeACTaBeHNe 0 COBPEMEHHOM COCTOSIHIM MUPOBOI HAyKU O JAHHOM MeAUKO-COLU-
anbHOM 3260neBaHNK 1 MOTYT ObITb MCMONb30BaHbI BPAaYaMun AN YNYHLIEHWUS AUArHOCTMKN 1 neveHus naumeHtok ¢ KCA.

Kniouesble cnosa: kapuuHocapkoma anyHukoB, KCA, aTnonorns u natoreHes, annaemunonorus, Knaccuukaumus, KnmHmyeckas
KapTuHa, ANarHoCTUKa, fIe4eHne

Ona uutnpoBanus: beiwembaes A.M., Xoppanua K.W., Yo 3.0., TypkmeHos A.A., Mongo6ekoBa A.K. KapumHocapkoma
AUYHUKOB (0630p NuTepatypbl). Akyiiepctso, [uHekonorus u Penpogykuns. 2022;16(5):575-587. https://doi.org/10.17749/2313-
7347/0b.gyn.rep.2022.295.
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Abstract

Introduction. Despite that ovarian carcinosarcoma (0CS) is an extremely rare disease, it is of great medical and social importance
by taking into account very high level of overall mortality, recurrence, metastasis, and economic costs.

Aim: to summarize current data on various aspects of OCS.

Materials and Methods. The search strategy for English written papers published in databases PubMed/MEDLINE, Scopus, Web of
Science, Google Scholar was based on the following keyword queries: «ovarian carcinosarcoma», «etiology and pathogenesis»,
«gpidemiology», «classification», «clinical picture», «diagnosis», «treatment». The search depth was limited within the years
2010-2022, by prioritizing the search depth within the last 5 years (2017-2022).

Results. We found 48 articles in English, published from 2016 to 2022, of which 47 (97.9 %) articles were published within the last
5 years. Scientific data are represented by studies with a small patient sample and with low evidence base. The results of the
analysis for identified publications showed a limited, fragmented and inconsistent scientific data both in terms of etiology,
pathogenesis and treatment, as well as an impact of OCS stages, age and other risk factors on the likelihood of relapses.

Conclusion. The lack of extensive clinical studies along with observed substantial number of controversial issues may be accounted
for by OCS low prevalence and complex pathogenesis. Nevertheless, the results obtained during the generalization of scientific
knowledge provide a realistic insight into the current state of global science about this medical and social disease and may be used
to improve the diagnostics and treatment of OCS patients.

Keywords: ovarian carcinosarcoma, OCS, etiology and pathogenesis, epidemiology, classification, clinical picture, diagnosis,
treatment

For citation: Beishembaev A.M., Zhordania K.I., Choi E.D., Turkmenov A.A., Moldobekova A.K. Ovarian carcinosarcoma (a literature
review). Akusherstvo, Ginekologia i Reprodukcia = Obstetrics, Gynecology and Reproduction. 2022;16(5):575-587. (In Russ.).
https://doi.org/10.17749/2313-7347/0b.gyn.rep.2022.295.

OcHoBHe MOWEHTS Highights |

Y10 yXe u3BeCTHO 06 3TOi TEME?

» KapunHocapkoma sndHukoB (KCA), HecmoTps Ha Manyro
PacnpoCTPAHEHHOCTb, SBIISETCH aKTyanbHOI MeAnKo-CoLu-
aNbHON 60/ME3HBI0 C BbICOKOW CMEPTHOCTbIO M peLuanBamu.

» 06Lias fokasaTtensHas 6a3a NpakTUYeCKW No BCEM acrekTam
60JIe3HU HEBbICOKAS, MHOIO CMOPHBIX U HEO4YEBUAHbLIX MOMEH-
TOB.

Y710 HOBOrO f1aeT CTaTbhsA?

» 0600LLUEHO MeXAyHapoAHOE HAy4HOe 3HAHWE O KMHYeBbIX
acnektax KC§l, B3AToe U3 NOMHOTEKCTOBbIX CTaTel, OMy6mKo-
BaHHbIX B OCHOBHOM 3a NOCfieaHMe 5 NeT B BeAyLmMX UHopmMa-
LIMOHHBIX 6a3ax AaHHbIX.

Kak 3aTo MOXET NOBAMATL HA KIIMHNYECKYH) NPAKTUKY
B 0603pumom Gyaywem?

» Pesynbratbl 0630pa MOryT 6biTb WCMOb30BaHbl Bpavamu,
NcCNeaoBaTensmm, ynpasneHUamMmu B HaUMOHANbHBIX CUCTe-
Max 34paBOOXPaHEHUs C LIeNbK0 YNYYLIEHUS NOBCEAHEBHbIX
nokasarenen KNWHUYECKON MPAKTUKU, ANATHOCTUKM W Jeye-
HUs nauuenTok ¢ KCH.

Beegenue / Introduction

What is already known about this subject?

» Despite low prevalence, ovarian carcinosarcoma (0CS) is an
urgent medical and social disease with high mortality and
relapses

» Low general evidence base with multiple controversial and
non-obvious issues are typical for almost all aspects of the
disease.

What are the new findings?

» International knowledge about the key aspects of OCS retrieved
from full-text articles published mainly within the last five
years in leading information databases were generalized.

How might it impact on clinical practice in the foreseeable
future?

» The results of our review can be used by doctors, researchers,
managers in national health systems (for those related to
0CS) in order to improve the daily parameters of clinical
practice, diagnostics and treatment of OCS patients.

BbIXMBAEMOCTb He npesbiwaer 30 % [3], @ K MOMEHTY

BbISIBJIEHUS ONYyX0Nu Y 75 % naumeHTOB AUArHOCTUPYET-
ca llI-1V ctagus 3abonesauus [4-7].

CoBpEMEHHOE COCTOSIHME HAyYHbIX 3HAHWIT O Pa3nny-
HbIx acnekTax KCS sBnseTcs orpaHuMyeHHbIM U NPOTUBO-
pedusbiM. KCHA — pefkoe 3ab6oneBaHne, B CBA3N C YEM
B MWUPOBOI NMTepaType MpPakTUYECKM HET KPYMHbIX

KapumHocapkoma sn4yHukos (KC) — 3r0ka4ecTBeHHas
OMyX0Jfb, COCTOALAA W3 KAPLMHOMATO3HOrO (dNUTEnu-
a/IbHOr0) 1 CapKOMATO3HOr0 (ME3eHXMManbLHOro) KOMmMo-
HeHTOB [1]. XoTa KCA cocTasnser 1-3 % B 06LLeil CTPYK-
Type pakoBblX 3a60/1eBaHNIA AWYHWKOB [2], 5-NETHAR
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PaHLOMU3MPOBAHHBIX MUCCIIe[0BaHNI (B OCHOBHOM, BCE
NCCNefOBaHNA NpPeAcTaB/ieHbl HE6ONbWUMU  KINHUYe-
CKMMM CIy4asiMu C HEBbICOKOW JoKa3aTe/lbHOM 6a3014).

HeT KoHCeHCyca NPaKTUYECKN HX N0 OAHOMY W3 acrek-
T0B KCA. B atuonorum KCHA npeanoxeHbl pas3finyHble
NPOTUBOPEYMBbIE TEOPUN — KOHBEPCUOHHAS (MOHOKNO-
Ha/lbHaA), KOMOWHALMOHHAA (MOHOKIIOHamNbHas), KOnIu-
31OHHas (6uknoHanbHas) [1].

B natorenese KCA HeT e4MHOro NOHUMaHMS No NoBo-
[y TOro, Kakom MMEHHO OMyXOneBbl KOMMOHEHT (Kap-
LINHOMATO3HbIA/TOMOMOrMYHbIA - UK CAPKOMATO3HbIA/
reTeponornyHbIi) npeactasnset 6osee narybHoe naro-
reHeTn4eckoe BnusHue. Tak, B OAHON PEeTPOCTEKTUBHON
Cepuu U3 5 KIIMHUYECKMX CNy4aeB Oblfio OTMEYEHO, YTO
MMEHHO CapKOMaTO3HblIA FeTepONOriYHbIA OMyX0seBbIn
KOMMOHEHT OKa3blBan ropa3go 6onee nary6Hoe narore-
HEeTUYecKoe BnuaHue [4]. HakonneHa HeBbICOKas AOKa-
3aresibHas 6asa OHKOTEHOB W FeHOB-CYNPeccopoB, OKa-
3blBALOLUMX NaToreHeTn4eckoe BnusHue Ha KCS [8]. 310
me3otenuH [9], mukpoPHK [10], CUL4B (aurn. cullin-
4B; kynnux 4B) [11], DDP9 (anrn. dipeptidylpeptidase 9;
punentugunnentugasa 9) [12]. KCA npusogut K Bbl-
COKOW PAcnpOoCTPaHEHHOCTM PeLUMBOB, OTCHAA aAKTY-
anbHbl nccneaoBaHns, Hackonbko ctagus KCH, Bospact
(v ppyrue hakTopbl) MOTYT BbI3bIBATh peunansbl [13].

HeT enuHOro KoHceHcyca u no neveHuto KCH [14].
lMepBuyHOE Xupypruyeckoe nedenne KCH BknoYaeT uu-
TOPELYKTUBHYIO XUPYPIUKD, MOCSIe KOTOPOIl CreayeT Xu-
muotepanus [15]. B xummoTtepanum TepaneBTU4ECKUM
areHTOM NepBOi NUHWK ABNSOTCA Npenapatbl NiaTUHbI
[16]. OpHako 06LLMIA NPOLIEHT KNMHUYECKOr0 OTBETA Ha
XUMUOTEPANUIO, OCHOBAHHYI Ha Mpenaparax niatuHbl,
coctasnsaer 25-70 % npu cpefHen 06Lleid BbDKMBaE-
mocTn B 8-16 mec [14]. lMpobriema TakxXe 3aKkno4aeTcs
B YBENNYMBAIOLLEACA PE3UCTEHTHOCTM OHKOTEHOB K Mpe-
naparam nnatudsl [17]. CoxpaHsieTcs BbiCOKas MoTped-
HOCTb B KNUHWUYECKUX WCCNEJOBAHUAX anbTepHATUBHbIX
npenapaToB BTOPOI NIMHWK, HO AOKa3aTenbHas 6asa ux
a(ppeKTMBHOCTM HeBbicoKas [14] ¢ NpoLeHTOM 00bek-
TUBHBIX KNWHMYECKMX OTBETOB B AmanasoHe 10-25 %
[17]. HeT koHCeHCyca no noBofy MUccreayemblx Tepanes-
TUYECKUX NPenapaToB BTOPOW JINHUN, TAKNUX KaK, Hamnpu-
mep, nazonanun6 [18, 19], nembponuaymas [14], cauuTy-
3ymab rosutekaH [20], onanapu6 [21].

Cnenyet OTMETUTb aKTyanbHOCTb WCCEAOBAHWUIA HO-
BbIX aJIbTEPHATWBHbIX MPEnapaTtoB He TONbKO C TOYKM
3pEHUsA KNUHWUYECKUX MOKas3aTesnen, Takmx Kak o6Lyas
BbDKIBAEMOCTb, BbKMBAEMOCTb 6€3 PeLmnanBoB, HO Tak-
XK€ CneflyeT OTMETUTb 1 S9KOHOMWUYECKYH0 aKTyaNibHOCTb
(1 31O B YCNOBMAX MUPOBOW 3KOHOMMWYECKON HECTAbMUb-
HOCTM M Hanu4ns 60NbLLIOr0 KONMYECTBA CTPaH C HEBbI-
COKUM YPOBHEM [0X0J4a, FAe CKOHLEHTPUPOBAH OrpoM-
HbIli MPOLEHT MUPOBOIO HaceseHus). B aToii cBA3K, no-
NOXWUTENbHbIE pe3ynbTaTbl WCCNEL0BAHUA XUMMOTEpa-
NeBTUYECKOro CpefcTBa osanapmba npu pake AMYHUKOB
NO3BONUAN MCNAHCKOI HALMOHANbHOM CUCTEME 3[paBo-

OXPaHeHWs C3KOHOMUTb 5,4 MITH €BPO B NATWUSIETHEN Nep-
cnektuee [6]. HecmoTtps Ha To 4TO lMcnanua sBnseTcs
CTPaHoii C BbICOKUM YPOBHEM 3KOHOMUYECKOro 6n1aro-
COCTOSIHUSA, AAaHHOE MCCnefoBaHne [eMOHCTPUpPYeT 3KO-
HOMWYECKYI0 aKTyallbHOCTb HOBbIX MpenapaTos Tepanuu
1 4N CTPaH ¢ 60/1ee HU3KUM YPOBHEM 611aroCOCTOSAHNS.

CnefoBarenbHo, 0606LLEHE COBPEMEHHbIX Hay4HbIX
HaHHbix 0 KCA aBnfetca akTyanbHbIM W MOME3HbIM He
TONbKO ANs UCCrefoBaTeNei N NPaKTUKYIOWMX Bpayen (ko-
TOpble MMEtOT NpsiMoe oTHoLeHue K KCS), Ho 1 ans ynpas-
NEHLIEB B HALMOHASbHbIX CUCTEMAX 3[PABOOXPAHEHUS.

Llenb: 0600WINTL COBPEMEHHbIE HAy4Hble [aHHbIE
0 KCH.

Marepuansl 1 MeTObI / Materials
and Methods

Kputepuu ot6opa / Selection criteria

0630p nuTepatypbl Obin NPOBEAEH COrMACHO KpuTe-
pusm PRISMA (Preferred Reporting Items for Systematic
Reviews and Meta-Analyses) ¢ 2010 no 2022 rr., npuo-
puTeT 6bIN CAENaH Ha rNy6uHy Moucka 3a MocnegHue
5 net (2017-2022 rr.). bbim ncnons30BaHbl NOUCKO-
Bble 6a3bl AaHHbix PubMed/MEDLINE, Scopus, Web of
Science, Google Scholar. Ctpaterus noucka crateii Ha
AHIMUIACKOM §3blKe Oblfla OCHOBAHA Ha CnefyoLWuX K-
YeBbIX CJIOBax: «ovarian carcinosarcoma», «etiology
and pathogenesis», «epidemiology», «classification»,
«clinical picture», «diagnosis», «treatment». Bce cTatbu,
HanMCaHHble He Ha aHIMMICKOM A3bIKe, 0My6JINKOBAHHbIE
no 2016 r., nyénupytowine apyr apyra, ctatby, He ABNs-
toLLMecs MOMHOTEKCTOBbIMU, He ObifN BKIIKOYEHbI B Ha-
CTOSALLNIA 0630p.

B npouecc noucka u otéopa nuTepartypsl ObIIN Npu-
BfleYeHbl 2 He3aBUCUMbIX dKcrepTa. Bce KOHMUKTHbIE
BOMPOCbI N0 OTOOPY [aHHbLIX PELIANNCh C AOMNOSTHATES b-
HbIM y4yacTuem TpeTbero akcnepra. [lepBu4yHOE Komu-
4ecTBO CTaten coctasuno 21519. B xoje AaHHOro ata-
na 6b1710 oTcesHo 5519 crateit no npuynHe ay6nMpoBa-
Hus, ocTanocb 16000. Ha ocHoBe NpocmoTpa Ha3BaHUM
1 pestoMe aanee 6b110 OTCEAHO elle 15457 crateit. ng
OLIEHKM COOTBETCTBMSA KPUTEPUAM BKIHOYEHUS ObIN0 U3Y-
4eHO 543 MONHOTEKCTOBbLIX CTaTbW, M3 KOTOPbIX fanee
6bIN0 oTceAHo 495 crtateil No CreaylowWwnum NpuynHam:
n =194 (metomonornyeckas 6asa), n = 231 (Hegocraroy-
HOCTb KIIMHUYECKMX JaHHbIX), N = 34 (npex[eBpeMeHHas
OCTaHOBKa WccneoBaHui), n = 26 (Qy6nmpoBaHue), n =
10 (He Ha aHrnuiickom).

B nyn 0606LaemMblx ny6mKaLmii BoWwo 48 nonHoTeK-
CTOBbIX CTaTei. V13 HUX 3 CTaTbl He COfepXanu pesysnb-
TaTbl OPUTUHAMBHbIX UCCNEeLOBaHUA: 0fHA CTaTbs Obina
MaHenbHbIM ONPOCOM, OiHA CTaTbs — CUCTEMATNYECKUM
0630pOM, OfiHA CTaTbA — MEXAYHAPOAHbLIM NMPOEKTOM M0
CO3JaHUI0 CMeunanbHoOro reHOMHOro arnaca. Takum 06-
pas3om, 13 48 NONHOTEKCTOBbIX CTaTel 45 cogepxanu pe-
3yNbTaTbl OPUTMHANBHBIX UCCIEA0BAHNIA.
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Pe3ynbraTel / Results

B 0630p BOWN 48 MOMHOTEKCTOBbIX CTAaTeM, U3 HUX
47 (97,9 %) crarein ony6nuKoBaHbl 3a nocnegHue 5 net
(7-82017r.,8-82018T1.,13-820191.,13-82020T.,
5-82021r.,,1-82022r.)n1-82016T. (puc. 1).

CoBpeMeHHOe COCTOSIHUE 06006LLEHHOr0 Hay4HOro
3HaHma 0 KGS xapakTtepu3yeTtcs Hanuyuem 60MnbLIOro
4yucna npo6esnos U NPOTUBOPEYUBLIX PE3YNbTATOB UCCHIe-
JOBaHNA C HEBbICOKOW [oKasaTefnbHOM 6a30ii. Bce 910
KacaeTcs pasnnyHbIX cTopoH KCH:

— TUONOTUN (KOHBEPCUOHHOW/KOMOUHALIMOHHO/KON-
NIN3NOHHOI 3TNOSOMNYECKIUX TEOPUR);

— raroreHesa (KapLMHOMATO3HOr0/rOMOJIOrMYHOTO
1 CapKomaTo3HOro/reTeposiorMyHOro OMnyxosieBblX KOM-
MOHEHTOB, OHKOTEHOB W FEHOB-CYNPECCOPOB, TakuUX Kak
me3oTeninH, MukpoPHK, CUL4B, PD-L1 — CD8 T-numdo-
untbl, DDP9), BNUAHUA pasnnyHbIX NATOreHeTU4ecKmx
thakTopos (cTanuu KCA, Bo3pacTa, cTatyca KypeHus Ha
BEPOATHOCTb PELUANBOB);

— Jle4eHns (TepaneBTUYECKMX areHTOB MEPBON NUHUN
(npenapaToB Ha OCHOBE MylaTWHbI), NpenapaTtoB BTOPON

NINHKK, TaKUX KaK na3onasn6, nem6ponnaymas, cauuTys-
ymab roBuTekaH, onanapuo).

Jdnupemuonorus / Epidemiology

KapumHocapkoma sn4HMKOB BCTpedaetca B 1-3 %
npyu 310Ka4eCTBEHHbIX 3a00S1eBAHMAX AUYHUKOB. 3nU-
TeNnanbHbIil (KapLUuHOMATO3HbIA) KOMMOHEHT OMyXoJin
coctaBnseT 90 %, a Cepo3HbIN ANYHUKOBBIA PaK MOBbI-
LUEHHOI TskecTn cocTasnseT 70 % B KapUUHOMATO3HOM
KOMTMOHeHTe [6].

06wasn 5-neTHAs BbDKWBAEMOCTb HE MPEBbILIAET
30 % [3]. Mo HekoTopbiM cBeaeHuamM, KCA pacnpocTtpa-
HEHa B OCHOBHOM CPEAM XEHLUMH B MOCTMEHOoMayse co
cpefHuM Bo3pacTom 65,5 net [22]. Mo AaHHbIM Npoek-
1a Surveillance, Epidemiology, and Results (3nugHag-
30D, 3NMAEMUONIOrna U KoHevHble peaynbrtatsl), KGSA co-
crasnset 0,19 Ha 100 Tbic. xeHwuH [14]. Ha MOMeHT no-
CTYN/IEHNS NALMEHTOK B OTHAENEeHUs xupyprum 75 % u3
HUX yXe HaxomdaTcs Ha llI-IV cTtagum metactasmpoBaHus
[4]. MeTacTasbl MMM 0Y3/10B AaxKe NepBon CTaum Haob-
nopatotes ao 60 % cnyyasx. Ha MOMEHT [MarHocTu-
kn B 90 % crny4aeB NpoMCXOAuT NpoHUKHOBeHMe KCA

Marepunansl, naeHTUULNPOBAHHbIE
WpenTtudpmkayus nyTeM noucka B 6a3ax AaHHbIX
n=21519
Y
[laHHble nocne ynaneHns gy6nmkatos
n=16000
CKPWHWHT v
Vicknto4eHHble MaTepuanbl Ha 0CHOBE
Marepuansi, SEO%%%LSMB CKPUHUHT > Ha3BaHWIA 1 Pe3loMe
n = 15457
\4
OT60p NOMHOTEKCTOBLIX CTaTeN ANs \cKnto4eHHbIe MOMHOTEKCTOBbIE CTaTbi
OLIEHKN COOTBETCTBMS KPUTEPUAM = C YKa3aH1eM MPUYUH UCKITIOYEHNS
BK/HO4EHUS (n =495):
n =543 n =194 (meTogonoruyeckas 6asa);
n =231 (HeAOCTaTO4HOCTb KITMHUYECKMX
MpuemnemocTb HAHHbIX):
n = 34 (NpeXxaeBpeMeHHas 0CTaHOBKa
1ccrnefoBaHuin;
n =26 (oy6nmposaHue);
n =10 (He Ha aHrMICKOM)
Y
ORI Cratbu, BKJ'Ir}]Oje:SI-IbIe B 0630p

PucyHok 1. Bnok-cxema ot6opa ny6nmkauii B COOTBETCTBIM C UHCTPYKLmen PRISMA.

Figure 1. Block diagram for publication selection in accordance with the PRISMA guidelines.
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B Apyrue opratbl [2]. B aByxneTHeit nepcnektuee B 80 %
cny4aes npoucxonat peunamebl KGA, HecmoTpsa Ha npo-
BOAMMYIO Tepanuio [23].

Jdtnonorusa v natorenes / Etiology and pathogenesis

lMpeanoxeHbl 3 pasfnyHblie 3TUONOTUYECKNE TeopUn
BO3HMKHOBeHUs KCA: 1) KOHBEPCUOHHAA Teopus (MOHO-
KJIOHa/IbHAsA) — 3BOSIOLUMA KApLUHOMbI NPUBOAUT K cap-
Kome; 2) KOMOUHALMOHHAA Teopns (MOHOKIIOHAMNbHASA) —
CapKoma W KapLuUHOMa BO3HMKAIOT B pe3yribTate efnHoN
MPEKYPCOPHON KNeTku; 3) KoNnnu3noHHas Teopus (6ukno-
HanbHas) — KapLMHOMA M CapKoMa BO3HUKAOT He3aBUCU-
MO Apyr oT Apyra. Ecnv no AaHHbIM OAHWUX MccnegoBsa-
Tenei Hambonee BeposTHA TeOpMA KOMOUHaLUOHHas [1],
TO MO APYTMM JaHHbIM — KOHBEPCUOHHAsA [24]. MoHoKI0-
Ha/lbHble Teopun BO3HUKHOBEHMS KCA (KoMBUHALMOHHAS
11 KOHBEPCWOHHASA) MOTYT He 6bITb B3aUMOWUCKITIOYAOLLN-
mun [25]. OgHUM U3 cambiX pacrnpoCTPaHEHHbIX apryMeH-
TOB B MOJIb3Y TOI0, YTO MOHOKJIOHANIbHbIE TEOPUM 60JIee
BEPOATHbI, YeM OGUKINIOHA/bHASA, 3aKJTH04aeTCH B MYTMPO-
BaHWWU reHa p53, npuBoAALLEe K 4pe3MepHON 3Kcrpec-
CUKN, N UMMYHONIOrMYECKOM OKPALLMBaHUN reHa p53 Kak
B KApPLWUHOMATO3HOM, TaK 1 CapKOMATO3HOM KOMMOHEHTE
(Habnogaerca ctabuiibHOe COOTBETCTBUE MEXAY ABYMSA
KomnoHeHTamu KGS B TOM nnaHe, YT0 aKcnpeccus u um-
MYHOMOTMYECKOe OKpalluBaHWe B 060MX KOMMOHEHTax
nn6o NonoXxuTenbHoe, 60 otpuuartensHoe) [13].

AkTyanbHbl cnopbl 0 natoreHese KCA. Begytcs aktus-
Hble [NCKYCCKUM O TOM, YTO MpeacTaBnser 6onee nary6-
HOE NaTOreHeTUYecKoe BNUAHWE — KApLUHOMATO3HbIN/
FOMOJIOTMYHbIA ONYXONEBbIAi KOMMNOHEHT WU Capkoma-
TO3HbIA/reTepPONOrnyHbli. Tak, B OAHOW PETPOCMEKTUB-
HOM Cepumn 5 KNUHUYECKNX Cly4aeB ObIN0 0TMEYEHO, YTO
VIMEHHO CapKOMaTO3HbIi FeTepONOruYHbIA OMyX0seBbIn
KOMMOHEHT OKa3blBan ropasgo 6onee nary6Hoe narore-
HeTuyeckoe BnusHue [4]. B ppyrom uccnefnoBaHum re-
TEPONOrMYHbIN KOMMOHEHT OnyXonu 6bin TakXe CBSA3aH
C ropasfo 60fiee Cepbe3HbIM MATOreHeTUYeCKUM YXy[-
LUEHNeM, KOTOPOe NMPUBESIO K MIIOXMM MOKa3aTesiiM Bbl-
XneaHua 6e3 nporpeccuposanus (p = 0,02) n obeit
Bbhxusaemoctn (p = 0,02) [26]. Ha npouecc natoreHe-
3a KCAl oKa3bIBatOT BIIMAHWE Pa3NYHble OHKOTEeHbl U re-
HbI-Cynpeccopbl [27, 28], 0AHAKO CTeneHb JOKa3aHHOCTH
KpaiHe Hu3kas [8].

OHKOMOMEKyna Me30TeSIMH  ABMSETCA NepcrnekTuB-
HOM MaTOreHeTM4ecKon MuLleHbto B crnydae KCA [9, 28].
B nccnenoBaHny OHKOMONEKYSbI Me30TeNIMHA 6binu n3y-
YeHbl BCE CYLLECTBYIOLMNE BUAbl PAKOBbIX 3a60N1eBaAHMN
W MPOLEHT 3KCMPECCUM OHKOMOJEKYNbI ME30TesnHa.
C NomOLLbl0 MMMYHOTUCTOXUMIUM ObINN N3Y4YeHbl TKa-
HEeBbIe MUKPOYMMbI C BKIOYeHneM 12679 onyxonen u3
122 onyxonesbiX BUAOB W 76 3[40pPOBbIX OpraHoB. Hau-
60nbLIaA IKCPECCUs OHKOMOSEKYIbI Me30TeINHA 06Ha-
pYyXeHa B NepByl0 04epefib B ANYHWUKOBbIX KapLuHOMax
(B cepo3Hoit — 97 %, CBETNO-KNeTo4HoN — 83 %, 3HA0-
METPUONAHON — 77 %, cnuaucton — 71 %, KapumHocap-

Kome — 65 %). OTctofa nocrefosan BbIBOA 0 TOM, 4YTO
OHKOMOJIEKY/bl Me30TeNnHa ABNAOTCA NepPCrneKTUBHbI-
MW MULLIEHSIMW B OCHOBHOM MNpU HECKOMbKMX, a He Mpu
BCEX BuAax pakoBbIx 3abonesaHusx [29]. Tem He MeHee
OMONIOrMYECKNI A MEXaHN3M NaTOreHeTUHeCcKOro BIIMAHUSA
OHKOMOJIeKy/bl Me30TennHa Ha KCA ocTtaetca manoumsy-
YeHHbIM [30-33].

[0BOpPS NpO CUCTEMY OHKOTEHOB U FeHOB-CYMPecco-
pOB, KpaiHe mMano u3BecTHO 0 ponu PD-L1-nytw (aHrn.
programmed death-ligand 1; nuraHg peuenTopa npo-
rpaMmupyemMon KnetoqHon ruéenn 1). Beiguraetcs ru-
notesa, yto PD-L1-nyTb nopasnset T-kneTku, 4TO Pe3Ko
CHIX2EeT BO3MOXXHOCTW 3TUX KJIETOK B 60pb6e C onyxo-
NEBbIMI KNeTKamu.

BblaBuraloTcs YTBEPXAEHMSA O NATOreHeTUHeCcKOi
ponn mukpoPHK npu KCA [34]. WccnemoBaHa CBsA3b
mexay mMukpoPHK nop kopmosbiM HasBanuem MIR-502
(anrn. microRNA 502; MUKpopu6OHYKNenHoBasa KucnoTa
502) n natoreHeTn4eckumm npoueccamu npu KCA. Moka-
3aH0, 4TO Bbicokas akcnpeccus MIR-502 (BbicOKWiA 3a-
LNTHBIA (DEHOTMN) MOBbLILWAET OO6LLYID BbDKWBAEMOCTb
nauueHToB, a 60/1ee HU3KAA CHUXAET; Takum 06pasom,
MIR-502 moxeT cnyxuts 6uomapkepom npu KCA. MIR-
502 pacnonoxeHa B TpeTbeM UHTpoHe reHa CLCNS (aHrn.
chloride voltage-gated channel 5; xnopuaHblii KaHan 5),
nokasblBas MonoXxuTenbHyto Koppenaumto ¢ CLCNS cpe-
au nauuentoB ¢ KCA. Mpn KCA skcnpeccus MIR-502
CHUKAETCA, Ha YTO BIIMSET BbICOKAs 3KCMNPECCUs OHKOre-
HoB CCND1 (anrn. cyclin D1; umknua A1) [15, 16], FGF1
(aurn. fibroblast growth factor 1; dpaktop pocrta pu6po-
onactos 1), MYC (aHrn. myelocytomatosis; muenouuto-
marto3) [35], GLI2 (aurn. glioma 2; rnmoma 2) B Hippo
(aHrn. cokp. hippopotamus; runnonoTamyc) cUrHanbHoOM
nytu [10].

Bnusnue rena CUL4B (aHrn. cullin-4B, kynnuH 4B) Ha
OHKOT€eHe3nc 0nmcaHo B COBPEMEHHO nuTepartype [36].
OHkoreH CUL4B nopasnsieT 9KCMpeccuto reHoB-cynpec-
copoB, Takux kKak PTEN (anrn. Phosphatase and TENsion;
(hoccparasza u TeHcun), IGFBP3 (aHrn. insulin-like growth
factor-binding protein 3; MHCynMHONOA06HBIN 660K 3,
CBA3bIBAIOWNIA (hakTOp poCTa) 4epe3 enuHoe YOUKBU-
Tnposaune H2AK119 (anrn. histone H2AK119; ructoH
H2AK119). OaHako BnusHue oHkoreHa CUL4B Ha natore-
HeTu4eckoe nporpeccupoBanne npu KCS n3y4eHo ToMb-
KO B O[JHOM HeJaBHeM uccnegosaHuu [37]. Boicokas akc-
npeccus reHa CUL4B Hanpsamyto cBsi3aHa C yXyALIEHNEM
NaToreHeTUYecKOM KapTUHbI W NPOrpeccupoBaHMEM 3a-
oonesanus. CUL4B cneayeT paccmatpuBaTbh Kak MOTeH-
LMANbHYI0 OHKOreHETUYECKYHD MULLEHb B afblOBAHTHOM
Tepanuu KCA. NMatoreHetnyeckoe BnusHue PD-L1 — CD8+
T-numdounToB Brnepsble U3Yy4eHO B UcchefoBaHun [8]
c ydactnem 19 naumentok ¢ KCA (pue. 2).

PucyHku 2A 1 2B nokKasbiBakT NOCNEONEPALMOHHYIO
BbDKWBAEMOCTb NALWEHTOB B 3aBUCUMOCTU OT JOKanu-
3auun onyxonu (yHunateparnbHas unu 6unatepanbHas),
0CcTaTto4Has 60sie3Hb (B CPaBHEHWUM C ero OTCYTCTBUEM),
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PucyHok 2. Kpusble BbkiBaemocTy KannaHa—Meiiepa naumeHToB ¢ KapLuyuHOCapKOMON AUYHUKOB [8].

Figure 2. Kaplan—Meier survival curves for patients with ovarian carcinosarcoma [8].

COOTBETCTBEHHO. bunartepanbHble ONyxXonu W Hanuyue
0CTaTO4HOM 60Ne3HN ObinK hakTopamu yXyaLeHus npo-
rHO3a nocseonepaumoHHon Bbbkueaemoctn (p = 0,019
n p = 0,027, norapudMn4ecKMini PaHroBbIN KpUTEPUIA).
Pucynku 2C n 2D nokasbiBatOT KpUBble MOC/eonepaLm-
OHHOI1 BbDKBAEMOCTU NpU Me3eHxumanbHom PD-L1- no-
3utneHoil n PD-L1-HeratusHoi akcnpeccuu. HTtpasnu-
TennanbHas PD-L1-no3uTuBHas akcnpeccus nokasoisana
6onee 6GnaronpuATHYO NOCNeonepaLmoHHy0 BbKIBae-
MOCTb, 4em PD-L1-HeraTusHas (p = 0,061). O6HapyxeHa
CTaTUCTUYECKN 3HAYMMas pasHuLa B MocreonepaunoH-
HOM BbIXXMBAEMOCTN MeXay me3eHxumanbHoi PD-L1-no-
3utnsHoi n PD-L1-HeratusHoi akcnpeccuei (p = 0,036).

Ymepno 11 (57,9 %) naumeHtok, Bobkusio 8 (42,1 %).
CpenHee Bpems NOCMeOnepauyroHHOro HabnooAeHUs co-
cTaBuno 22,2 mec (gmanasoH — 1,0-58,0 mec). CpeaHss
06LLas BbDKMBAEMOCTb COCTaBuna 35,5 Mec (ananasoH —
10,6-60,4 mec), o6Las TpexroauyHas BbKUBaeMOCTb COC-
TaBuna 44,3 %. [leBATHaaUATh NALMEHTOK C MHTpPAsnuTe-
nuanbHoi PD-L1-no3uTMBHOM 3Kcnpeccuein nokasanm 60-
nee 6NaronpusTHYIO NOCNE0oNepaLmnoHHYH0 BbKMBAEMOCTb,
4eM naumeHTbl ¢ PD-L1-HeratusHoi (p = 0,061; puc. 2C).
TpexroanyHas nocneonepaumoHHas BbDKUBAEMOCTb Mpu
UHTpaanutenuanbHoi PD-L1-no3utusHoi n PD-L1-Hera-
TUBHOM 3Kcnpeccuu coctasuna 56,3 n 33,3 %, cooTBeT-

CTBEHHO. [TocneonepaunoHHas BbKMBAEMOCTb B CX0XEM
BPEMEHHOM paspese npu me3eHxumanbHon PD-L1-nosu-
TUBHOM 1 PD-L1-0TpuuatenbHOM 3KCnpeccun cocTaBuna
22,2 1 78,8 %, COOTBETCTBEHHO [8].

[leBATHaaUATh NaUWEHTOK C  WHTPa3nuTennanbHbl-
MU N Me3eHXuManbHbiMU CD8-No3UTUBHBIMI TKaHSMM
(puec. 3) nokasanu 6Gosiee 6aronpuATHY mocneonepa-
LMOHHYIO BbKMBAEMOCTb, 4eM ¢ CD8-HeratusHbIMU (p =
0,382, puc. 3D n p = 0,024, puc. 3E, COOTBETCTBEHHO).
TpexroauyHas nocneonepawmoHHas BbDKWBAEMOCTb Ma-
LIMEHTOB C WHTpaanuTenuanbHbiMn GD8-no3uTUBHLIMK
1 CD8-HeratuBHbIMU TKaHsIMU cocTaBuna 66,7 n 28,6 %,
COOTBETCTBEHHO, B CNy4ae C NauuWeHTaMu C ME3eHXW-
ManbHbiMKn CD8-no3nTneHbIMK 1 CD8-HeratnuBHbIMU TKa-
Hamu — 51,6 1 20,0 %, COOTBETCTBEHHO. TpexroanyHas
nocreonepalUmnoHHas BbDKMBAEBMOCTb MaLWUEHTOK MNpu
Me3eHXuMasnbHbIXx CD8-NO3UTUBHBIX TKaHAX C YHUnare-
panbHbIMKU U 6unatepanbHbIMKU ONYXONSAMWU COCTaBUNA
55,0 1 50,0 %, cooTBeTcTBEHHO (p = 0,524). Tpexroamy-
Has NocreonepaLmoHHas BbDKMBAEMOCTb NPU yHUNaTe-
panbHbIX U BunaTepanbHbIX 0NYX0NAX ME3EHXMMaNbHbIX
CD8-HeratneHbIX TKaHax coctaBuna 50,0 n 0 %, cooTBeT-
CTBEHHO (p = 0,277) [8].

[eHOMHbIE MyTaLMW — SIBIEHWE HEPEAKOe NpK pasnuy-
HbIX PAKOBbIX 3a00NEBAHUAX AUYHWUKOB. Takue myTauumn
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PucyHok 3. PenpeseHTaTnBHOE UMMYHOTMCTOXMMUYECKOE OKpawiuBaHue CD8-nonoxuTensHbix T-numdounToB B onyxonesoi TkaHu (A, B, C);
aHanu3 Kannana—Meiepa CD8-no3nTuBHbIX T-NMGOLNTOB 1 NOCAE0NepaLnorHas BbhxnsaemocTs (D, E) [8].

Tpumeyanme: HeratnBHoe uMMyHornctToxummqeckoe (A) v nosutusroe (B, C) okpainsanue (CTpeskamu noKasaHbl UHTPA0MyX0/6BbIe
CD8-nosntnsHsie T-knetku, ypeanyenue x200); KpuBbie MOCAEONEPaLNOHHON BbxuBaemocTy KannaHa—-Meiiepa npu CD8-no3utusHbix n CD8-HeraTuBHbIX
T-unTpasnutesmanbHbix Tkausx (D); kpusbie nocneonepaynorHoi Bbxusaemocty KannaHa—Meiiepa npu CD8-no3utusHbix n CD8-HeraTuBHbIX

T-me3eHxumanbHbix TKausax (E).

Figure 3. Representative immunohistochemical staining of intra-tumoral CD8-positive T-lymphocytes (A, B, C); Kaplan-Meier analysis

of CD8-positive T-lymphocytes and postoperative survival (D, E) [8].

Note: negative immunohistochemical (A) and positive (B, C) staining (arrows indicate intra-tumoral CD8-positive T-cells, magnification x200);
Kaplan-Meier postoperative survival curves for CD8-positive and CD8-negative T-intraepithelial tissues (D); Kaplan—Meier postoperative survival curves

for CD8-positive and CD8-negative T-mesenchymal tissues (E).

NOTEHLMANbHO NPUBOASAT K [eaKTUBALWULU FEHOB Cynpec-
COPOB, 4bsi (DYHKUMS 3aKIHOYAETCH B MOAABNEHWU OH-
KoreHoB. lccnefoBaHne «[@HOMHbII PaKOBbIA aTniac»
(aHrn. The Cancer Genome Atlas, TCGA) o6Hapyxu-
no 113 dokanbHbIx U3meHeHMin Yucna konuin OHK, 4T0
TONbKO NOATBEPXKAAET TE3NUC O FEHOMHbIX MyTaLMAX N UX
natoreHeTu4eckoe snuaHue [38]. B AaHHOM KOHTEKCTe
B OLHOM UCCNeA0BaHUN BMepBble U3Y4EHO NaTOreHeTu-
4eckoe BnuaHue ruépuaHoro reda DDPI (anrn. dipeptidyl
peptidase 9; aunenTtmugunnentuiasa 9) Ha nNoBbILIEHNE
puUCKa peuuanBOB CEPO3HON KapLMHOMbI AUYHUKOB Bbl-
COKOW CTEMeHN 3110Ka4eCTBEHHOCTM [12]. TMOPULHBIN reH
BK/t04Y2ET B Ce06S1 KOMIMOHEHTbI ABYX MpefblayLinxX Hesa-
BUCUMbIX FE€HOB, MOABEPrLIMXCA FEHOMHOMY CIUSHUIO.
BbIfM MCNOMb30BaHbl 2 TEHOMHbIX N0AX0Aa — MUKPOYU-
Mbl HA YPOBHE 3K30HA W TPAHCKPUMTOMHOE CEKBEHWPO-
BaHue.

Bonpoc 0 natoreHese 3aTparvBaeT He TOMbKO BblLle-
NepevuncneHHble (DAKTOPbI, NOTOMY YTO Ha NATOreHes3 Mo-

ryT 0Ka3blBaTb BMSHUE W Takue (hakTopbl, KaK cTaans
KCA, Bo3pacTt 1 T. 4. Ha 3TOT CHET HET eANHOr0 MHEHNS.
KCA npmBOANT K BbICOKOI pacnpoCTPaHEHHOCTN peumain-
BOB, OTCIOJa aKTyaslbHbl UCCIIE0BAHMA NPO TO, HACKOSIb-
Ko ctagua KCA, Bo3pact (u gpyrue aktopbl) MOryT Bbl-
3bIBaTh peuunamssl [13].

B 0AHOLEHTPOBOM PETPOCMEKTUBHOM WCCEA0BaHNN
y 27 naumeHTok ¢ KCA 6bInn 13y4eHbl pasfnyHble (hakTo-
pbl MaTOreHe3a u X BAWAHUE HA 0OLLYIO BbDKUBAEMOCTb
11 BbKMBAEMOCTb 63 peuuanBoB. 3anyLieHHble CTagum
3a60neBaHns BbIsBNEHbI Y 83 %: ctagua | —y 7 %, Il -
y 11 %, lll -y 48 %, IV — y 33%. bunatepanbHble funy-
HUKOBble Macchbl BbifBieHbl Y 41 %, NeBOCTOpPOHHME
npuaaToYHble/Ta3oBble Maccbl — Y 33 %, NpPaBOCTOPOH-
Hue —y 26 %. Cpean 27 nauueHTok 20 NONy4unm Xu-
mMuoTepanuio. ALbIOBAHTHYIO XUMWOTEPAnuio Nosyyu-
nn 17 naumeHTok. CpefHAs BbDKUBAEMOCTb COCTaBM-
na 23 mec (1-65 mec), TpexrognyHas o6Liasa BbhKMBA-
emMocTb — 22 % (puc. 4). He BbIFIBJIEHO CTaTUCTUYECKM
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PucyHok 4. 0611125 BbDKBAEMOCTb BCEX 27 NALMEHTOK,
BK/HO4YEHHbIX B UccrefoBaque [16].

Tpumeyanme: yngppamu Ha ocn Y 0603Ha4eHb! PasindHbIe BEPOSTHOCTY
001L{esi BbDKUBAEMOCTY BO BPEMEHHOM [ManasoHe (B Mecsyax),
YKa3aHHOro Ha ocu X; MyHKTUPHON JINHNEN 0003HaYeHO CPESHEEe 3Ha4eHne
(30 mec) BO BpeMEHHOM AManasoHe.

Figure 4. Overall survival of 27 patients enrolled in the study [16].

Note: Y-axis — the numbers indicate various probabilities for temporal
overall survival (in months) indicated on the X-axis, the dotted line denotes
temporal mean value (30 months).

3HAYMMON pasHMLbl MeXAy O06LLeli BbPKMBAEMOCTbH
1 ctagueir 3a6onesaHns (puc. 5), mexay 06LLeil BbDKN-
BAEMOCTbIO 1 6unatepanbHbiMKU 60 yHUNATepasbHbl-
MW SU4HUKOBbIMU Maccami (p = 0,69). 06was BbhKMBa-
eMOCTb NPu afiblOBAHTHOM Tepanuu 6bina ropaszo Bbllue,
4yem npu ee otcytcTBumM (p = 0,69). O6Wwas BbhKKUBae-
MOCTb npu peunamsax (y 63 % nauneHTok) 6bina ropas-
[0 XyXe, yem npu ux otcyteteum (12,8 n 29,3 mec; p <
0,05). HeoxupaaHHbIM pe3ynbratom 6bii TOT hakT, HTO
peLnanBbl 661N BbIABNEHBI Y 45 % NaLWEHTOK C UCTOPU-
et kypenus (p = 0,028) B cpasHenun ¢ 70,6 % Hekyps-
UMK maumeHTKamn. He BbisiBNEHa CTaTUCTUYECKM 3Ha-
yumas pasuuua (p = 0,93) mexxay cragueii 3a6oseBaHNs
1 peunansamu [16].

Knaccudpukauus / Classification

fuctonormdeckn KCA nenutcs Ha KapuuHOMATO3HbIIA
(unu anutenuanbHbii — 10 90 %) [26] u capkOMaTo3HbIN
KOMMOHEHTLI (puc. 6), roe capkomarto3HbI KOMMOHEHT
TaKXXe [EnuTCcA Ha reTeponoryyHbId U TOMONOTUYHbIN
NOAKOMIOHEHTBI [25].

Knuuunyeckas kaptuna / Clinical picture

Knunuyeckne npusHakn KCA Hecneunduyeckne n mo-
ryT BKJI04aTb TA30BYH 1 aBA0OMUHANbHYIO 60Nb, paHHee
HaCbILLEHWE, rofI0BOKPYXXEHNE, TOLLHOTY, B3[yTHe, abao-
MWUHAIbHOE HATSKEHUE, XXeNYA04HO-KULLIEYHbIE XaNoobl,
noTepto Beca.

B cepum 5 KNMHMYECKUX CIy4aeB y BCEX 5 NaLnUeHToK
He OblIn 06HapyXeHbl cneundmyeckne npusHaku KCA.
Y Tponx Habnoganace abaomuHanbHas 60nb, y 04HON —
cnabocTb W noTeps Beca, y APYron — acumnromaTmye-
ckne cumntombl, n macca KCA 6bina o6HapyxeHa cny-
yaitHo [4].

[oBOpS MpO Takoi KnuHWyeckuit npusHak KCH, kak
abaomuHanbHas 60Mnb, B AMNOHCKOM KMWHWUYECKOM CIly-
yae NPUBOAUTCA CNyYam, CBA3AHHbIA C 73-NETHEN XEeH-
LMHORN, 06paTnBLLEACS B rocnuTanbs No noeody 6o0nen
B MPAaBOM HWKHEM abA0OMWHANbHOM CermeHTe. B panb-
Helilem y Hee 6bIn0 06HapYXeHO NpaBoe Ta30B0Oe TBep-
Joe (conuaHoe) onyxonesoe 06pasoBaHue LUAMETPOM
8,0x5,0 cm, npoucxopsLlee 13 ee npasoro an4Huka [40].

AHanorn4HbIX cfy4aeB ¢ ykaszaHueMm KIUHUYeCKNX
cumntomoB KCSl B COBPEMEHHOI NuTepaType ONUCaHO
CPaBHWTENIbHO Mano, a NpPUYKNHA 3aKMKYaeTCsa B Manoii
pacnpocTpaHeHHoCTH 3a6onesaHns (1-3 %) [6].

NwarHocTtuka / Diagnostics

Cuctematmyeckuint 0630p nokasan, Yo MynsTUMO/asb-
HbIA CKPUHWHT MOCTMEHOMAy3abHbIX XXEHLLIMH 3KOHOMUT
9800-81400 eBpo/QALY (aHrn. quality adjusted life-year;
FOA >KM3HW C MOMPAaBKOW HAa KavecTBO), reHEeTUYeckoe
AnarHocTuyeckoe wuccnegosaHne — 54000 espo/QALY
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PucyHok 5. BniusHue ctagnu 3a60neBaHns Ha BEPOSTHOCTb 06LLel
BbIKuBaemoctn [16].

TMpumeyanne: yncbpamn Ha ocu Y 0003Ha4€HbI Pa3INYHbIE BEPOATHOCTH
001Lje BbDKNBAEMOCTY BO BPEMEHHOM [nanasoHe (B mecsiyax),
YKa3aHHOr0 Ha ocu X; He BbISBIEHO CTATUCTUYECKM 3HAYUMOU PA3HULIbI
MeXJy cTagmneii 3a60/1eBaHNUS N BEPOSTHOCTbIO 00LLEN BbKUBAEMOCTH
(p=083).

Figure 5. An impact of the disease stage on the overall survival
probability [16].

Note: the numbers on the Y-axis indicate varying time-dependent
probabilities for overall survival (in months) indicated on the X-axis; no
significant difference between disease stage and overall survival was found
(p=0.83).
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PucyHok 6. uctonorns capkomaro3Horo (A) 1 KapLUMHOMaTo3HOro (B) KOMNOHEHTOB KapLIMHOCAPKOMbI SU4HIKOB [39].

Tpumeyanne: A — rucTonorns capkomMaTo3Horo KOMIMOHEHTA OT/INYAETCS OCHOBHbIM MPeobiagaHnem HeaugepeHynpoBaHHoM M1eoMopgHONA capkoMoil ¢ SPKO
BbIpaXKeHHou atunnedi knetok, x100; B — ructonorns kapynHoMaTo3HOro KOMIOHEHTa MpeAcTaBieHa nao0CckoKAeTOYHoN kapuymnHomoi, x100.

Figure 6. Histology examination of sarcomatous (A) and carcinomatous (B) components of ovarian carcinosarcoma [39].

Note: A - histology picture of sarcomatous component is characterized mainly by predominant undifferentiated pleomorphic sarcoma with prominent
cell atypia, x100; B — histology picture of carcinomatous component is represented by squamous cell carcinoma, x100.

[41]. OaHako Ha cerofHs B anarHocTuke KCA o4eHb MHO-
ro «0esiblX (HEACHBIX) MATEH>.

JlaboparopHas anarHoctnka / Laboratory diagnostics

lMoBbILIEHNE 3KCMPecCUU cneuudnyeckoro OHKomap-
kepa CA-125 (aurn. Cancer Antigen 125; pakoBbiii aHTH-
red 125) ceasaHo ¢ KGS. B nccnegoBaHum yposeHb CA-
125 coctasun 810,75 En/mn [4]. ToBblleHMe aKcnpec-
cum oHkomapkepa CA-153 ¢BA3aHO C pa3nMyHbIMK BUAA-
MK OHKo6one3Hel. Y 80 % naumneHToB ¢ KCA 06HapyxeH
NOBbILLIEHHbINA ypoBeHb CA-153 [4].

B xone aHanuza 19789 KnuHWKO-nabopaTopHbIX pe-
3yNbTaTOB CbIBOPOTKM MOKa3aHa npsamas 3aBUCUMOCTb
Mexay BblCOKMM ypoBHeM CA-153 1 pakom SINYHMKOB
[42].

BusyanbHas guarHoctuka / Visual diagnostics

Kak npasuno, KGS — KpynHble Ta30Bble 06pa30BaHms,
pasmepamu 10x6 cm, 33x22x10 cm 1 1. 4. Komnbrotep-
Has Tomorpadous (KT) M MarHuTHO-pe3oHaHCHas TOMO-
rpacpus (MPT) urparT BaxHyt0 PoJib B BU3yaibHON Au-
arHOCTUKE, 0[JHAKO BW3YyanbHO-OMArHOCTUHECKUX WUCChe-
nosaHuin KCS kpaiiHe Mano, OHW NpeAcTaBieHbl B OCHOB-
HOM KJIMHWUYeCKUMU cny4qasmu [39].

B 0fHOM KNUHMYECKOM WCCNeoBaHUM Lefibio 6b1n0
n3yyeHue pagmonornyeckmnx aaHHbix KT n MPT: y 5 na-
uneHtok B 100 % cnyyaeB 06HapYXXeHbl KPYMHbIe YHU-
nartepanbHble onyxonu auametpom ot 11 go 14 cm
(puc. 7, 8). He BbIfBNIEHO (hakTOB Kanbcudukauuu. Teep-
[ble 0MyX0JeBUAHbIE KOMMOHEHTbI 6bINI U30-NI0THLIMU.
MPT-guarHocTmka npoBefeHa y 2 nauMeHToK, y KOTOpbIX

06Hapy>XeHO KpoBOW3nusHWe. TBepable 0NyX0NneBuaHbIe
KOMMOHEHTbI B [BYX CNyYasx Mokas3anu pecTpUKTUBHYIO
anddysno. Y nauneHTkn 5 BbisBIEHa MeTacTasbl ony-
XONN B Ta30Bble OpraHbl, NepuTOHeasbHble MMMAHTA-
Tbl, Y NALUMEHTOK 4 N 1 — Ta30Bble NEPUTOHEANbHbIE UM-
NNaHTaThl, Y NALNEHTKN 3 — aCLMT U 3N10KA4ECTBEHHOCTb
KJTeTOK B NpaBOoi NneBpanbHOi NOIoCTH, Y NaLMEHTKN 2
He BbIIBNEHO METacTa30B B Ta30Bble OpraHbl, MeTacTa-
3bl TAKXXE He BbISIB/IEHbI B MEPUTOHEANIbHbIE UMMAHTATbI
11 yBENIMYEHHbIe NUMOoy3nbl [4].

Jleyenne / Therapy

B cBsizu ¢ Tem, 4to KCA — 3abonesaHue peakoe, B Mi-
POBOIi NMTEpaType 04eHb Mano UCCNefoBaHUA U MHOIO
HEeACHbIX BOMPOCOB 0 MeToAax nevenus [7, 14].

MepBuyHoe xupyprideckoe nedveHne KGCH Bkntoyaet
LMTOPELYKTUBHYIO XWUPYPruto, Nnocne KOTOPOM crenyer
xumuotepanus [15]. B peTpocnekTMBHOM cucTeMaTnye-
CKOM 0630pe Oblfia NOCTaB/IeHA LeSib: U3Y4UTb KITMHUYe-
CKYH0 30 (DeKTUBHOCTb MPUMEHEHNS aibIOBAHTHON XMMUNO-
Tepanuu Mocne UMTOPEeLYKTUBHOW XUPYPrun; BHYTPU-
BEHHYK XMMUOTEPANUI0 HA OCHOBE Mpenaparos nnartu-
Hbl NONYy4NUIn 74 % naumeHTok. OCHOBHbIE KJIMHWYECKMe
nokasatefin: CpefHas 06Llias BbDKWBAEMOCTb COCTaBW-
na 23 mMec, TPexeTHsS BbXMBAEMOCTb — 22 Mec. Cpean
27 nauueHToK 20 nonyymnm xumuotepanmio. ALbHOBaHT-
HYt XumuoTepanuio nonyyunn 17 nauueHTok. O6wias
BbDKWBAEMOCTb MPW afblOBAHTHON Tepanun 6bina ropas-
[0 BbiLLe, 4em npu ee otcytersun (p = 0,69) [16].

B XxumwnoTepanuum TepaneBTUYECKUM areHToM nep-
BOW NIMHMW ABNSAIOTCA npenapatbl niatuHbl [43]. 06w
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PucyHok 7. KapumuHocapkoma su4HUKOB y 50-NeTHei XXeHLLMHbI C NPU3HaKamm cnabocTu U NoTepu Beca nocre 04HOro Mecsua:

A — akcnanbHas KoMnbTepPHAA TOMOrpadus nokasana TBepAble 06pa3oBaHUs C HEPABHOMEPHbLIMI LUCTUYECKUMU NIOLLAASMMN UMK
HEeKpo3oMm; B, C — napeHxnma onyxonu co CpejHAM reTeporeHHbIM YBENMYEHNEM MOCTe MPUMEHEHNS KOHTPACTHOrO areHTa; D — onyxonb
OZHOBPEMEHHO KapLMHOMATO3HOr0 1 CApkoMaTo3HOoro Tunos [4].

Figure 7. 50-year-old female patient with ovarian carcinosarcoma and signs of weakness and body weight loss one month later: A — axial
computed tomography revealed solid masses with irregular cystic areas or necrosis; B, G — tumor parenchyma with average heterogeneous

AxymiepctBo, I'maekoaorusa u Pennpoaykiina RLrrARselve

enlargement after contrast agent application; D — tumor of both carcinomatous and sarcomatous types [4].
NPOLEHT KNMHWUYECKOrO OTBETA Ha XMMMOTepanuto, oc- 4ae KOMOVUHMPOBAHHOIO NPUMEHEHNS Na3onaHmba n LnK-
HOBAHHYI0 Ha npenapartax nnaTuHbl, coctasnset 25-70 % nococthammaa (Npu Pe3NCTEHTHOCTM OHKoreHos KGCH
npu cpedHen obuieir BbhkuMBaemoctn B 8-16 mec [14]. K mpenapataM Ha OCHOBE MATUHbI) CPeaHAs 06Lias Bbl-
[Mpobnema OCNOXHAETCA YBENUYMUBAOLLENCH PE3NCTEHT- XnBaemocTb 6e3 peunanBos coctasuna 9,5 mec [44].
HOCTbKO OHKOreHOB K Mpenaparam nnatiHbl. B ofHOLEH- OnuncaH camblii NepBbli CyYaii NONOXMUTESIbHOrO ne-
TPOBOM KOTOPTHOM MccrefoBaHnm n3 40 naumeHTok ¢ KCA 4e6HOI0 NPUMEHEHNS1 MHTMBMTOPA UMMYHHBIX KOHTPOSIb-
y 30 (75 %) 6b1n1 06HAPY>KEHbI OHKOTEHbI, PE3UCTEHTHbIE HbIX TOYeK Memoponn3ymada B OTHOLLUEHWM MALMEHTKM
K Tepanuu Ha 0CHOBE npenaparos nnatuHbl [17]. ¢ KC4 [14]. B onybnukoBaHHOM M03[Hee HabnmaeHnN
C O0AHOI CTOPOHbI, BO3pacTaeT CMPOC Ha Tepanuto NauNeHTOoK, Yy KOTOPbIX MPUMEHANCA UHTMOUTOP UMMYH-
BTOPOW JIMHWK, C APYrON, foKa3aTeNibHasa 6a3a KnuHuye- HbIX KOHTPOJSIbHbIX TOYEK Memoponmaymatb npu peunau-
CKOW 3h(heKTMBHOCTW JAHHOM Tepanuu orpaHnyera [14] Bax KCH, NpoLeHT 06bEeKTUBHbIX KIIMHUYECKUX OTBETOB
C NPOLIEHTOM 06bEKTUBHbIX KITMHUYECKNX OTBETOB B Ana- coctasun < 11,5 %. OgHako aHanus 6bll 0OCHOBAH Ha He-
nasoHe 10-25 % [17]. oonbLuoii BblbOpKe (26 naumeHTok) [45]. B 6onee mac-
[pyrum npenapatom BTOPOI nuHui B Tepanuu KCA WTABHOM KNMHWUYECKOM UCClefoBaHnu (C ropasgo 6o-
anqaercd nazonaHn6 [18, 19]. B cepum n3 8 knuHuye- nee KpyrnHoii BbIGOPKOi 13 376 NaLneHTOK) NPUMEHeHus
CKWX Crny4aes, rae BNepBble Obll MPUMEHEH Na3onaHuo WHIMOUTOPA MMMYHHBIX KOHTPOJbHBIX TOYEK NemMoponu-
npu peunamsax KCH, npoLeHT O0OGbEKTUBHbIX KIIMHUYe- 3ymaba npu peunamsax KCA npouegHT 06bEKTUBHBIX KIn-
CKUX 0TBETOB cocTaBusl 50 %, CPeaHNs BbDKMBAEMOCTb HUYECKUX OTBETOB cocTaBun 7,4 % B Koropte A (285 na-
6e3 peunansos — 2,8 mec [19]. B nccnegoaHum B cy- LMeHTOK) 1 9,9 % B koropTe B (91 nauuenTka). MauneHTKmn
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PucyHok 8. KapunHocapkoma A14HNKOB

y 44-11eTHe XEeHLLMHbI ¢ a6A0MUHANTbHOA
6051bt0: A — aKCuanbHas KOMMboTepHas
TOMOrpacus nokasana onyxonesyr Maccy

C MHOXECTBEHHbIMU y3namu;

B, C, D — napeHxuma onyxonu, nocne
NPUMEHEHNst KOHTPACTHOO areHTa BbisIB/IEHO
CPeAHee reTeporeHHoe yBenYeHue;

E — 6uchasHas onyxosb ¢ KapLUMHOMATO3HbIM
11 CapKOMATO3HbIM TUnamm [4].

Figure 8. 44-year-old female patient: ovarian
carcinosarcoma with abdominal pain:

A - axial computed tomography revealed

a tumor mass with multiple nodes;

B, C, D — tumor parenchyma after application
of a contrast agent, an average heterogeneous
increase was observed; E — biphasic tumor with
carcinomatous and sarcomatous types [4].

B Koropte A nosyyanu OT OAHOW [0 Tpex npejLlecTBy-
OLLMX NUHWA NiedeHns B 6e3peunanBHbIA Nepuog um
6ecnnaTuHOBLIN Nepuof B npomexyTke oT 3 1o 12 mec,
a B KoropTe B maumeHTKM nonyyanu OT 4YeTblpex Ao Lie-
CTM NPEeJLLEeCTBYOLNX NUHWIA NIe4YeHNs B 6e3peLnanBHbIi
Mepuog unm GecnnaTuHoBbI nepuog 3 mec [46]. B ofn-
HOLIEHTPOBOM MCCNEeI0BAaHNM KOMOMHUPOBAHHAs Tepa-
nus C UCMonb3oBaHnemM nemoéponu3ymaba, Gesaunsyma-
6a, nepopansHOro uuknodgocdammuaa npusena Kk 47,5 %
06bEKTUBHBIX KNMHUYECKNX OTBETOB, KITMHUYECKOW MOSb-
3e B 95,0 %, BbhxnBaemocTu 6e3 peunansos B 90 % [17].

Cakutyaymab roBMTEKAH — KOHbIOraT «aHTUTENo-ne-
KapcTBeHHoe cpeacto» (KAJIC), HanpaBneHHOe NpoTuB
Trop-2 (anrn. Trophoblast cell surface antigen 2; nosepx-
HOCTHbIN aHTUreH TpodpobnacTa 2), NPOAEMOHCTPMPOBAN
NONOXUTESIbHbIE KNUHNYecKne pesynbtatel [18, 47, 48],
OAHAKO [10 HeJjABHEro BPeMeHU He 6blio NPOBEAEHO HU-
Kakux uccnegosanuit npu KGA. B akcnepumeHTanbHOM
JOKITMHNYECKOM WCCME0BaHNA BbICOKAs 3KCMpPeccus
Trop-2 o6HapyxeHa B 30 % (OUKCUpOBaHHBLIX B DOpMa-
NNHe napaduHM3npoBaHHbIX obpasuax (PPMN0O) onyxo-
nen KGA, B 33 % nepBUYHbIX KI1ETO4HbIX NuHMAX KCA
[20]. MpumeHeHne cakuTy3ymaba roBuTeKaHa yny4Luuno
06LLyto BbhKMBaemMocTb 3a 90 AHeil B OCHOBHOI rpynne
M0 CPABHEHWIO C KOHTPOJbHOM (p < 0,0001) [20].

Ha ceroaHs npoBedeHbl HeOOMbLUWE WCCNEA0BAHNUS,
B KOTOPbIX W3Y4EHO BJIMSAHWUE OMYyXOJIeBOW HArpy3ku Ha
XUMUOTEPANEBTUHECKYID 3(PMEKTUBHOCTb MPUMEHEHUS
onanapuba, fsnawoLlerocs udHrnéutopom PARP  (aurn.
Poly (ADP-ribose) polymerase; nonu (AL®-pu6o3a) no-

Nnmepasbl), Npu peunansax paka auyHnkos. OgHaKo HeT
HUKaKUX UCCNEL0BaHUA KOHKPETHO B cnyvae KCA [21].
B cepuu 13 5 KNMHUYECKMX CNyvaeB BrepBble Gbll Npu-
MeHeH onanapu6: B TPex Crydvasx onyxonesas Harpyska
OblNa HIU3Kas, B 1BYX — BbICOKas. B ABYX 13 nepBbIX Tpex
C/ly4aes NpuMeHeHne onanapmba npuBeno K 4acTU4HOMY
XUMWUOTEpaneBTU4YECKOMY OTBETY. B cnyyasx e ¢ BbICO-
KOW OMyX0eBON Harpyskom BnusHWe onanapuba 6110
He3HauuUTeNbHbIM [24]. B nccnefosaHun 266 naumeHTok
ObInu pasfeneHbl Ha 2 rpynnbl cpasHenus (178 B rpyn-
ne onanapuéa u 88 B rpynne xumuortepanuu 6e3 npe-
napartoBs nnatuHbl). [POLEHT 06bEKTUBHBIX KIMHUYECKNX
OTBETOB B MEPBOI rpynne Obl BbILLIE, YeM BO BTOPOI —
72,2 % npotus 51,4 %; oTHoLeHKe wancos (OLL) = 2,53;
95 % poseputenbHblil nHTepBan (AW) = 1,40-4,58 (p =
0,002). MpoueHT BbDKMBAEMOCTM 6€3 peLngnBoB 6bin
TaKXXe Bbllle B NepBoii rpynne, 4em Bo BTOpoi — OLL =
0,62; 95 % O = 0,43-0,91 (p = 0,013), cpenHee Bpema
BbKMBaemoctn — 13,4 mec npotus 9,2 mec [21].

3axarouenue / Conclusion

Ha cerofiHa HeT ony6sMKoBaHHbIX 0630poB no KCH
C UCMONb30BAHMEM AaHHbIX 3a MOC/eAHNe 5 net. Takum
06pa3om, NPOBEAEHHbLIA aHANN3 UMEtOLLencs nuTepary-
Pbl UMEET BaXKHOE 3HAYeHMEe A1 NPAKTUKYIOLLMX CheLm-
aNINCTOB.

KapumHocapkoma ANYHUKOB SABNAETCA pefKkum 3a60-
NeBaHNEM, O[HAKO OTNNYAETCA 0Y4eHb BbICOKOW CMepT-
HOCTbO, PEeLMAMBHOCTbIO, MeTacTaszamu, 3KOHOMUYe-
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AxyuiepcTBo, I'mHekoAorusa u Pennpoaykiima [PAryER Ve (X

CKUMU TpaTtamu, npu aTOM UMEETCH Mano KIMHUYeCKUX
uccnenoBaHuint KOHKpeTHo npo KCA. Vimetowmecs neene-
[0BAHMS CMNOPHbIE U NPOTUBOPEYUBbLIE. [MABHOM MpUyK-
HOM aBnseTcs T0, 410 KCH BCTpeYaeTcs KpanHe penko.

MpMYMHOM CNOPHOCTU N MPOTUBOPEYMBOCTI PE3y/bTaToB
ABNIAETCA TO, YTO 3a60NeBaHNe TPYAHO 419 BOCMPUATMSA
W aHanusa, Hanpumep, KNUHWYeckas KapTuHa npu AaH-
HOM 3a60J1eBaHNN KpaiiHe Hecrneunguyeckas.
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