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CAPKOMA IOUHI'A MATKMW:
KJIMHUWYECKOE HABJTIOAEHME

A.C. Ora#n, M.B. 3abenuH, E.B. YepenaHoBa, E.B. BopobbeBa
MockoBckuyi 061aCTHOM OHKOJIOTMYECKMI AncrnaHcep, r. banawmxa

Capxomovr FOunea/PNET — pedxue nogoobpazosarnus, komopsie cocmaegisiom okono 1% capkom. Bce eucmonozuuecxue
sapuarnmul cemeticmea PNET obnadarom ebipasiceHHOl CnOCOOHOCMbIO K 2eMamo2eHHol ouccemunayuu. /o eHeOpenus
6 KIUHUYECKYI0 NPAKMUKY YUMOCMAamuKo8 (00KCOpYOuyuH, Yukao@pocoamuo, BUHRKPUCMUH, aKmuHoMuyuH /]) npakmuyecku
noNosUHA nayueHmos He nepedcusana 12-mecsunvlii pybedc ¢ MomeHma ycmauogieHus ouacHosa. Komnnexchulii
NOOX00 € UCHONb30BAHUEM XUPYPSUHECKO20 NeYeHUsl, XUMUO- U JYYeoll mepanuu NO380JUlL YEeAUUUMb NAMULEMHIOI0
svloicusaemocms nayuenmos ¢ capkomamu FOunea/PNET 0o 60-70%. B 0annoil cmambe Mbl npedcmasisiemM KpatiHe peoko
scmpeyaioweecs HabaOOeHue UHOONEHMHO20 MeYeHUs MecmHo-pacnpocmpanenno capkomsl FOunea/PNET mamxu
¥y 26-nemmeiti sceHUjuHbL.

Knroueswie cnoea: capkoma FOunea/PNET, netiposkmooepmanvHble ONyXoau, UMMYHOSUCHOXUMUSL.
_____________________________________________________________________________________

UTERINE EWING'S SARCOMA: A CLINICAL STUDY

D.S. Ogay , M.V. Zabelin , E.V. Cherepanova , E.V. Vorobyova
Moscow Regional Oncology Dispensary, Balashikha

Ewing's sarcomas/PNET — are rare tumors, which comprise about 1% of all sarcomas. All histological variants of PNET
tumor family possess the apparent ability to hematogeneously disseminate. Prior to the introduction of cytostatic agents
into clinical practice (doxorubicin, cyclophosphamide, vincristine, actinomycin D) nearly half of the patients didn't survive
a 12-month period after their cancer diagnosis. An integrative approach involving surgery, chemotherapy and radiation
therapy provided an opportunity to increase 5-year survival rates of patients who have Ewing's sarcomas/PNET up to 60-
70%. In this article we present an extremely rarely observed case of indolent course of locally-advanced uterine Ewing's

sarcoma/PNET in 26-year old woman.
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Beenenne

Capkoma FOunra BmepBble Oblila OmHcaHa B
1921 . Ixeitmcom HOuHTOM Kak mepBHYHAS OITy-
XOJIb JIy4€BOM KOCTU y 14-JIeTHEW JEBOYKH, COCTOSI-
e Mpu MUKPOCKOITMYECKOM HCCIICIOBAHUH U3 MEJI-
KHX KPYDIIBIX KJIETOK 0e3 PU3HAKOB MEKKIIETOUHOTO
Marpukca. B Hactosiiiee Bpemsi capkomy FOunra pac-
CMaTpUBAIOT KaK HeAu(pPepeHIMPOBAHHBIA BAPHAHT
CEMENCTBA HEUPOIKTONEPMAIIBHBIX OITyXOJIEH, KO-
TOpOE TaKKe BKIIHOYAET NMPUMHUTUBHBIE HEWPOIKTO-
nepmainbhble omyxonu (PNET) u 310kadecTBeHHBIE
MEITKOKJIETOYHBIE OIyXOJH TOPAKO-ITyIbMOHATIBHON
obmactu (omyxons AckuHa). T HOBOOOPA30BaHUS
O0BEMHSIOT CXOIHBIE KIIMHUKO-MOp(doIornyeckue,
MOJIEKYJIIPHBIE XapaKTEPHCTUKH U TI0 COBPEMEHHBIM
JTAHHBIM OTHOCSITCSI K HEWPOTeHHBIM HOBOOOpa3oBa-
HusiMm [5, 10, 13, 14].

DkcTpaoccanbHas capkoMa FOuHra MmoxxkeT Bo3-
HUKaTh B MATKUX TKaHSAX TPYAHON CTECHKH, KOHEY-
HOCTSIX, TapaBepTeOpaIbHBIX U 3a0PIOIMIMHHBIX 00-
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JacTAX, B OPIONIHOM MOJIOCTH U MajioM Ta3y, BUC-
LIEpAJIbHBIX OpraHax, KOXKe, TOJIOBE U LIEE U OUYEHb
PENKO B 0OJIACTH KEHCKUX IMOJIOBBIX opraHoB [11].
Yame Bcero B 00nacTu KEHCKOTO T€HUTAIBHOTO
TpaKkTa MOPAXXAKTCA SUYHUKH, Ha BTOPOM Me-
cTe — Teno Matku. [lo naHHBIM aUTEpaTYyphI ONHK-
cano 44 cnyuas capkombl FOuHra B obnactu Tena
MaTku. B omnuue ot capkom FOuHra xocreit, nuk
3a0051eBa€MOCTH KOTOPBIMHU MPUXOJUTCS Ha BTO-
pYIO JleKaay JKU3HHU, B TeJle MaTKu capkoMbl FOuH-
ra yaie BCTpEYaroTcs y >KeHIIUH crapuie 50 et
U MaHU(ECTUPYIOTCSI KPOBSIHUCTHIMU BBIJEICHU-
SIMU U3 TOJIOBBIX TyTelt [6, 7, 12]. B cTarbe Mbl
NpeACTaBIsieM HEOOBIYHbIM KIMHUYECKUH CiTydan
capkoMbl FOMHra MaTku y MOJIO/I0# JKEHIIUHBI.

Kiannunyecknit ciayvyai

[Manmentka I, 26 net Habnroganack y rUHEKO-
Jora mo MoBOIAYy CyOCepOo3HO-MHTEPCTHLUAIBHON
MHOMBI MaTKH B TeueHue roza (Poubi-2, AGopThI-2).



Onyxosin Tesia MaTtkm

C uromst mo Hos10pb 2013 1. oT™MeueH ObICTPBIN pocT
MUOMBI Matku (no 18 Hemens OepemMeHHOCTH),
MOSIBUIIMCH 00N BHU3Y *HBOTa. B HOs10pe 2013 .
10 MECTY >KMTEJIbCTBA BHIIIOIHEHA ONeparysi B 00b-
€Me MHOMAIKTOMHH (03 BCKPBITHS MMOJOCTH Mart-
KH), alleHIPKTOMUU U PE3eKIHUU OOJBIIOr0 Calb-
Huka. VHTpaonepaioHHO 0OHapy»KeHO: BeCh Ta3
BBITIOJIHSAET OIIyXOJIEBBIN KOHIJIOMEPAT, BOBJIEKAIO-
M cyOCcepo3HbI MHOMATO3HBIN y3€J CHHIOIIHO-
OarpoBoro mpera pazmepamu A0 16x18%15 cwM,
OOJIBIION CaNbHUK, METIH TOHKOW KHWIIKU, OpBI-
KENKYy CUTMOBMJIHOM KMILIKH, KyOJ CJIENONW KUII-
KM Y alleHIUKC; TEJIO MAaTKU HE YBEIMYEHO, IIPU-
JIaTKU ¢ 00eUX CTOPOH BU3YyalIbHO 0O€3 Mmarojornye-
CKHUX HM3MEHEeHMU. 110 JaHHBIM T'MCTOIOrMYECKOro
3aKJIIOYEHUS: MMOMATO3HBIM y3€J MpeicTaBiIeH
(dbparMeHTaMH KpPYTIIOKJIETOYHOW CapKOMBI C 00-
IIMPHBIMUA Y4acTKaMU HEKpO03a; K CEepO3HOM 000-
JIOUKE 4epBEOOPa3HOTO OTPOCTKA MPHJICKUT yya-
CTOK aHAJIOTUYHOH OITyXOJIU; B OOJBILIOM CaJIbHUKE
MeTacTa3bl KPYIVIOKJIETOUHOW CapKOMBI.

B nexa6pe 2013 . GonpHas rocnuTanu3upoBa-
Ha B 'BY3 MOQ/] niis onipenenenus naibHemen
TakTUKH JiedeHus. [lpemaparsl mepecMOTpPEHBI
B ['BY3 MOO/] n na xadenpe naroaoruueckon
anaromun PMAIIO: ¢parMeHTsl KpyIJIOKJIETOY-
HOW 3JIOKQYeCTBEHHOW OMYyXOJIM C OOUIMPHBIMU
MOJISIMU HEKPO3a, OMyXOJIb BPACTaeT B OpbIKEHKY
anmeHuKca U OOJBIION cabHUK (puc. 1).

[Ipy MMMYHOTMCTOXUMHYECKOM HCCIIEI0BAHUM
OIyXOJIeBble KJIETKH ObUIM mo3uTHBHBI Mo CD99
n "HeraruBubl o LCA, CD3, CD20, CD30, NSE,
CD10, xpomorpaHuHy, CHHANTO(PU3UHY, albda-
aKTHHY, KaJbpeTUHUHY, HHTHOMuHY, S-100, uTo yKiIa-
TIbIBAETCsl B MOP(OJIOTMUECKYI0 KApTUHY U UMMYHO-
(henoTun nepudepudeckorl HEHPOIKTOICPMATLHON
omyxomnu — capkombl FOunra (PNET) (puc. 2).

[Tpu UTOreHEeTUYECKOM HCCIIe0BaHNH OOHa-
pyxeHa nepectporika rena EWSR1 (puc. 3).

[To maHHBIM KOMIBIOTEPHOI TOMorpaduu op-
TaHOB TPYAHOW W OpIOIIHON MOJIOCTEH, Majoro
Taza M 3a0pIOMIMHHOTO MPOCTPAHCTBA, JAHHBIM
OCTEOCHMHTUTpapUU MPU3HAKOB 0JIaCTOMATO3HO-
'O IPOLECCA HE BBISBIIEHO.

VY4uThiBasi HepaIUKaIbHBI 00BEM OlepaTHB-
HOTO BMemIaTelnbcTBa, B ycnoBusix MOO/[ Obuta
BBINIOJIHEHA SKCTUPIALUS MAaTKU C MPUIATKaMHU,
JIBYCTOPOHHSISI TIO/IB3/IOIIHAS U CEJeKTHBHAs TMa-
paaopranbHas JTUM(}AICHIKTOMUS, SKCTHpPHALUA
OONBIIOTO CajdbHUKA, OWOINCHUS CEPO3HON 000-

OHkornHekosnorus N° 42014

Puc. 1. Capxoma FOunea, okpacka 2eMamoKcunuH-303UHOM,
yeenuuenue x 400

wl

Puc. 3. FLI-1, ysenuuenue x 400

JIOYKW TOHKOW KUIIKHU. MHTpaonepaunoHHO: TEJIO
MaTK{ He YBEJIHUYEHO, B 00JaCTH HA BU3YalU3U-
pyeTcsi MOCIeonepaloHHbli pyoOel, NpUAaTKu
¢ 00enx CTOpPOH BHU3yallbHO 0€3 MaTOJIOTHYEeCKUX
W3MEHEHUH, IMy3bIPHO-MAaTOYHASI CKJIAJKa YTOJIIIIe-
Ha, 110 CEPO3HON 000JIOUKE TOHKOW KUIITKH UMEIOT-
Csl MHOXKECTBEHHbIE TIPOCOBUIHBIE YTOJIIIECHUS.
[Tpu rucTONOrNYECKOM UCCIIEIOBAHUH OTIEpaIy-
OHHOTO MaTepuaa MPU3HAKOB OIMYXOJIEBOIO pOCTa
HE OOHapyXeHO, B OMomTarax cepo3HOW 000J04-
KA TOHKOW KHUIIIKH — TPOXYKTUBHOE BOCIHAJICHUE.
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Ha ocHOBaHMM XUPYpPruuecKoro CTagupOBaHMS
y nanueHTKu auarnocruposana I11B cragus capko-
Mbl FOunra/PNET mo FIGO (2009).

OT NONMMXMMHOTEPANMKU B TOCICONEPAIOH-
HOM Tiepuojie 0oJibHas 0TKa3anack. [Ipu KOHTPOIIB-
HOM 00cIIeToBaHUH yepe3 12 MecsIeB ¢ MOMEHTa
XUPYPrUYECKOTO JICYEHUsI IPU3HAKOB IIPOTPECCU-
poBanus 32a00JIeBaHUs HE BBISBICHO.

Oo0cyxnenne

Capxombl lOunra/PNET — 3710 penkue Ho-
BOOOpa30BaHMs, KOTOPBIE COCTABISAIOT OKOJIO 1%
capkoM [1, 2, 4]. XapakTepHasi 0COOEHHOCTb 3THX
OIMyXO0Jeil — paHHssl HEMOCPEICTBEHHAs] UHBA3Us
B OKpYXalolue TKaHW. PermonapHbie mumdaru-
YeCcKHe y3JIbl Topaxarorcs B 5—15% nabmonenuit,
Kak IMpaBWIO, MPU HEMOCPEACTBEHHOM MOJpac-
TaHUW K HUM NIEPBUYHOU omyxosiu. Bee rucrono-
rudeckue BapuanThl cemeiictBa PNET ob6namaror
BBIPKEHHOU CITOCOOHOCTHIO K TeMaTOTeHHOM JHC-
CEMHUHAIINY C W3IIO0IEHHON JIOKAIU3aliel B JIET-
kuX. Heckonbko pexe OompenessitoTcsl MeTacTas3bl
B KOCTHOM MO3I€ WM KOCTHOM TKaHu. Kpome Toro,
OTJAJICHHBIE METACTa3bl BCTPEeUYaroTCs B TUMdaru-
YEeCKUX y3J1aX CPeAOCTeHUs, 3a0PIOIINHHBIX JTHM-

doy3nax, B HEHTPAIbHOW HEPBHOW CHCTEME C TIO-
pakeHHEM MEHUHTEabHBIX 000J0YeK TOJIOBHOTO
Y CIIMHHOTO Mo3ra [3, 8, 9].

Jlo BHEIpEHUS B KITMHUYECKYIO IPAKTHKY COBpE-
MEHHBIX ITATOCTATUKOB (JIOKCOPYOHUITHH, ITUKIOPOC-
dbamu, BUHKPUCTHH, aKTUHOMULIMH []) nsTUiIeTHSSA
BBDKMBAEMOCTh OOJIBHBIX 3TOW MAaToJIOTUei He mpe-
Bbimana 10%. [Ipaktnyecku NmonoBHHA MALMEHTOB
HE nepexuBana 12-mecsiuHbll pyOex ¢ MOMEHTa
yCTaHOBJIEHUS AMarHo3a. B Hacrosiiee Bpemst 00-
HIETIPUHAT KOMIUIEKCHBIN ITOJIXO/ B JICYEHUH CApPKOM
IOunra/PNET ¢ ucnons3oBaHHEM XUPYPruveCcKOro
JICYEHMsI, XUMUOTEPAITUM U JTy4eBOW TEpaIvu, 4To
MO3BOJIWJIO YBEIUYUTh I[ISATWIECTHIOK BbDKUBAe-
MOCTb TaKuX mamueHToB 10 60—70% [3, 8, 13].

B crarbe Mbl ipezicTaBiisieM HEOOBIYHBIH CiTyyaii
MHJIOJIEHTHOTO TEYEHHsI MECTHO-PAaCpOCTPaHEHHON
capkoMbl FOunra/PNET matku y 26-neTHel KeHIu-
HBI, TIOCJIE PaIUKAIILHOM orepalyu B 00beMe JKC-
TUPIALH MATKU C IPUIATKAMU, IBYCTOPOHHEN MOI-
B3JIOIIHOM Y CEJEKTUBHOW I1apaaopTajbHOM JIMM-
(haIeHAIKTOMUH, SKCTUPIAIIMKA OOJBIIOTO CaTbHUKA.
[Tpu koHTpOIBEHOM 00CIIeIoBaHNU Yepe3 12 MecsiiieB
C MOMEHTa XHUPYPrHUECKOIO JICYEHHs IPU3HAKOB
MPOTPECCUPOBaHKS 3a00I€BaHNUS HE BBISBIICHO.
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