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Capkoma HOuHra moyemoyHuKa: KnuHUYecKuu cnyvai
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Capkoma HuHra — BbICOKOArpeccuMBHas 3/10KayecTBeHHas Onyxo/b, 4acTo Nopaxatowas Koctu ckeneta. OpraHsl Moyeno-
JI0BOIA CMCTEMbI OTHOCATCA K Hanbonee pefKUM IKCTPAOCCaNbHbIM 0KanM3aumam capkombl FOuHra. Ha cerogHswHMit aexb
HET 00LEeNPUHATEIX PEKOMEHAAUMI No NeYyeHnto NaLWeHTOB C AaHHOI natonoruei. B HacToswei cTaTbe npefcTaBieH
KNUHUYECKWIA cnyyai AMArHOCTUKM W NevyeHns capkombl KOMHra MOYETOYHMKA Y MYXKUMHbI 68 NeT, KOTOpbI nocTynun
8 HWW oHkonorun ToMCKOro HaLMOHANbHOMO UCCNEA0BATENbCKOTO MEAULMHCKOTO LEHTPA C NOAO3PEHUEM HA ONYXO0Jb
MOYeBOro ny3bips. Mocne 3aBepweHHOro KOMOMHUPOBAHHOTO IEYEHNUS, BKIIOYMBLIETO XUPYPrUio U aibloBAHTHYIO XUMUO-
Tepanuio, NayMeHT AnuTeNnbHOe BpeMs ocTaeTcs 6e3 Npu3HaKoB MECTHOTO PeLMAMBA U MeTacTa3MpoBaHms.
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Ewing’s sarcoma of the ureter: a case report
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Ewing’s sarcoma is a highly aggressive malignant tumor that often affects the bones. Genitourinary organs are an exceed-
ingly rare location of the Ewing’s sarcoma. There are still no widely accepted treatment protocols for such patients. We report
a rare case of Ewing’s sarcoma of the ureter in a 68-year-old man who was admitted to the Cancer Research Institute, Tomsk
National Research Medical Center. He was suspected of having a bladder tumor. After completing his treatment course which
included surgery and adjuvant chemotherapy, the patient demonstrated no signs of local recurrence or metastasis
for a long time.
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[IpumuTrBHASA HeliposKTomepManbHas ormyxoib (PNET)
BIIEpBbIE ObLIa OIKMCaHa AMEPUKAHCKUM XUPYPromMm ApTypoMm
Crayrom B 1918 . IlepBoe ormcanue capkombl FOuHra man
B 1921 . amepuKaHCKUii marosoroaHaroM Jxxeiimc FOuHL
OH oxapakTepHu30Bajl €¢ KaK OIyX0Jb, COCTOSIIIYIO U3 He-
MddepeHIIMPOBAHHBIX KJIETOK IUTMHHBIX TPYOUaThIX KOCTEH.
B 1973 . M.N. Hart u K.M. Earle npenjioxwim cuntath
PNET 31okayecTBeHHOIM MEJIKOKJIETOYHOM KPYIJIOKIETOY -
HOM OITyXOJIBIO, TIPOMCXOMISAIIEH 13 HepBHOTO IrpeOHs [1].

IMTockonbky PNET u capkoma HOuHra nMeior ogHy
U Ty %€ XPOMOCOMHYIO MyTalluIo (IIpuMepHO B 85 % ciy-
yaeB capkoMbl Ounra u PNET Ha6monaercs cieumndu-
yeckas cOamaHCHMpoOBaHHAs TpaHciaokamus t(11;22)
(924;q12)), 8 2002 1. BcemupHast opraHu3aIiysi 3MpaBooX-
paneHus onpeneauna PNET kak cemeiicTBO omyxosei
capkombl FOuHra.

Taxkum obpa3om, capkoma FOuHra — BBICOKO3JTOKA-
YeCTBeHHAs 1 KpaliHe peaKas MEJIKOKJICTOYHAS OITyXOJIb
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C KJIETKaMU KPYTJI0i (pOpPMBI pa3IMnyHOM CTENIEHU HEMpO-
sKTOJAepManbHO# nuddeperHposku. Capkoma IOunra
OOBIYHO BO3HUKAET Y ACTEil U IMTOAPOCTKOB, B OCHOBHOM
IopakaeT KOCTU WJIM MATKME TKaHU, OYeHb PEIKO BCTPe-
YyaeTcsl B MOUEBBIBOISAIINX MYTSX [2].

IepBoe coobieHne o capkome FOuHra B opraHax Mode-
BBIIEJIMTEIBLHOM CUCTEMBI ObLIO caenaHo B 1994 1. [3]. Yaiue
B JIUTEPAType BCTPEUAIOTCS COOOIIEHMS O capkoMe FOuHTa,
PaCITOIOXKEHHOI B MIOYKE YJIM MOYEBOM ITy3bIpe, CIydan JIO-
KaJIM3allid JTaHHOM OIyXOJY B MOYETOUHMKE CIMHUYHBIC
(B aHIJIOSI3bIYHOM JIUTEPATYPE OIYOIMKOBAHO TOIBKO 6 TAKUX
Ha0moneHuit). J{narao3 cjaoXHO MPEAroIoXUTh 3apaHee,
KaK MPaBWIO, OH SIBJISIETCS HEOXKMIAHHOM HAXOOKOM Ha OC-
HOBaHWH JaHHBIX THCTOJIOTMYECKOTO/ MIMMYHOTHICTOXUMIYE-
ckoro ucciegoBanust. OTMmedaercs, 4yTo capkoMa FOuHra
SKCTPAOCCATBHBIX JIOKAIN3AIIII 001a1aeT OOJIBIIM ITOTeH-
LIMAJIOM 3JIOKAUYeCTBEHHOCTH, Yallle METACTa3UpyeT WIN pe-
LIMIABUPYET HA PaHHEH CTaguu, yeM KOCTHBIE (hopMHbI [4].
V manmeHToB HaOJIONAIOTCS SIBHBIE MECTHBIC KITMHUYECKIES
MIPU3HAKH, 1151 capkoMbl FOMHTa XapakTepeH KOPOTKHUIA Tie-
pHOI BELKMBAHUS: 3-JICTHSIST OOIIASI BBDKMBAEMOCTD HE TIpe-
BoItaeT 60 %. OCHOBHBIM METOIOM JIEYEHHUSI SKCTPAOCCATb-
Hoit capkombl FOWHra Ha CerogHSIIHUI AeHb SBISIETCS
KOMOMHMPOBaHHAS Teparysl, BKIIOYAIOIIask XMPYPIrIIecKoe
YIAJICHUE OIyXOJI C HEO- U aIbIOBAHTHOM XMMUOTEpAIIMENA
1/ YUTH JIyJeBYIO Teparmio [5].

Knunuyeckui cnyyaii

Ilayuenm, 68 nem, o6pamuacs K OHKOA02AM NO MeCHy
acumenvcmea 6 aueape 2021 e. ¢ wcarobamu Ha boau 6 nosic-
HUYHOU obnacmu, 3nu3006. Makpocemamypuu. Pesyromam

Puc. 1. Maenumno-pesonancras momoepamma om 21.03.2021. Taz06b1ii omden Mo4eMoOUHUKA U3SMEHEH 3a cuem Onyxoau (YKa3ana cmpenxoil), WUpKyAspHO

MaeHUumHo-pe3oHancHoi momoepaguu (MPT): 610k npasoii
nouku, ypemepoeudporegpos cnpasa, onyxonb Mo4eo2o ny-
3bIPsi C PACAPOCMPAHEHUEM HA HUJICHION mpemb NPAagoeo Mode-
mouHuKa npomsdicerHocmoio 0o 10cm ¢ uneasueil  Hcupogyio
Kknemuamky. I[lo mecmy dcumenscmea nayuenmy Obiaa 8bino-
HeHa yucmockonus ¢ 3a60pom 6uoncuu. lucmonoeuueckozo
3aKAKHeHUs, NOOMEEPICOarOUe20 310Ka4eCmMEeH bl NPpoyecc,
He noay4eHo (HeKpomuvecKue Maccol).

B mapme 2021 e. nayuenm camocmosimenvHo obpamuacs
6 HUU onxonoeuu Tomckoeo HayuoHanbHoeo uccredogamens-
cK020 meduyunckoeo yeumpa. Ha 6aze kaunux HUH onko-
sno0euu 6v110 nposedero doobeaedosanue: MPT opeanoe ma-
1020 MA3a u 3a0PIOUWUHHO20 NPOCMPAHCIMBA C KOHMPACHHbIM
Yycunenuem, CRUpanbHas KOMIbIOMePHAas Momoepagus 1eeKux,
cuunmuepagus Kocmeli ckenema, ooujeKAuHu4eckoe 0ocredo-
8aHuUe, N0 OAHHbIM KOMOPbIX 044208 MemAacmaupo8anus U npo-
MUBONOKA3AHULL K XUPYP2UYECKOMY AeHEHUIO HEe BbiBAEHO.
1lo pezyasmamam MPT (21.03.2021) o6Hapyicer maccusHbiii
ONYX0/1€8bill 04ae 8 NPOeKyUL NPABo20 MOYeMOHHUKA C 00UUp-
HbIM MecmHbIM pacnpocmpareruem (puc. 1).

Konneecuanvro npunamo peuierue Ha nepeom Imane Gul-
noanums xupypeuueckoe aeverue. Ilayuenmy 26.03.2021
npoeederna onepayus 6 obseme: HeghpypemepIKMoMUsL CHpasa,
OKOHYamas pe3eKuyusi Mo4e8020 Ny3uipsi ¢ YCMbeM Npagozo
MouemouHuKa (puc. 2).

‘Hecmomps Ha nposedetiie mpomoonpopUIaKmuKY 6 NOIHOM
o0seme, NoCACONEPaYUOHHbLEL NEPUOO OCAONCHUACS MPOMOOIMOO-
aueil neeounoil apmepuu (T9JIA) meaxkux u cpedunux eemeeii
(Ha 3-u cymku nocne onepayuu), Komopas nompebosana npoge-
OeHusi UHMEHCUBHOLI NPOMUBOmMpoMbomuteckoil mepanuu. Jlpy-
2UX PAHHUX XUPYPUHECKUX OCA0ICHEHUIL He Haba00anocs.

-

uHuUAMPUPYIOWell CIMEHKU, 8ePOSMHO, CAUBARWENCS U3 HeCKoabkux y3108. O0was npomsijceHHocms onyxoau 160 Mm ¢ MaKcuManbHolM HOREPEHHbIM
pasmepom 27 mm. Cmpykmypa MAeKOMKAHHAS, ¢ 02paHudeHuem ouggysuu, HeoOHOPOOHbIM HaKonAeHuem napamaeHemura. Bosareueno ycmoe. Hmeemces
CK603Has uHGuabmpauus Ha yposre S2—3. I1o KoHmMypy MUHUMANbHOE CKONAeHUE HCUOKOCMU 8 3a0prouUHHOM npocmparcmee. Heavss uckarouume unghuns-

mpayuto kaemyamiu. Onyxons 06mypupyem npoceem, goluie Mo4emouHuK pacuupet. Pacuupena waweuno-aroxanounas cucmema cnpasa. Jlumpamuueckue

Y316l HEe U3MEHEeHbl

Fig. 1. Magnetic resonance image dated March 21, 2021. The pelvic portion of the ureter is altered by the tumor (arrow) that circularly infiltrates the wall

and presumably consists of several nodes. The total length of the tumor is 160 mm; maximum transverse size is 27 mm. It has a soft structure with limited diffusion
and inhomogeneous accumulation of contrast agent. The orifice is affected by the tumor. There is a penetration at the S2—3 level. Minimal accumulation

of fluid in the retroperitoneal space is observed along the contour. Sofft tissue infiltration cannot be excluded. The tumor obstructs the lumen; above it, the ureter

is dilated. Dilated pelvicalyceal system. Lymph nodes are intact
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Puc. 2. Makponpenapam ydanennoii onyxoau: a — RY3bipHblil KOMROHEHM; 6 — NPAGbLI MOHEMOUHUK C YCMbeM,; 8 — eUOPOMPAHCHOpMayus npasoii NOYKU
Fig. 2. Gross specimen of the removed tumor: a — bladder component; 6 — right ureter with its orifice; ¢ — hydronephrosis of the right kidney

Saxniouenue eucmonoeu4ecKo2o uccae008anus yoanem-
H020 mpenapama: Mop@oa0eU4ecKas KapmuHa ¢ y4emom
UMMYHOEHOMUNA ONYX0AU U HAAUYUS MPAHCAOKAUUU 2eHA
EWSRI (22q12) coomeemcmeyem PNET/capkome Ounea
(ICD-0O code 9364/3) nuxcneit mpemu mowemounuka, G,
¢ pacnpoCmpaneHuem Ha yeos Mo4ee020 ny3vips,; docmogep-
HbIX NPUHAK08 COCYOUCMOU U He8PAAbHOL UHBA3UU He 0OHA-
Pyarceno; ypemepo2udpoHedpos cnpasa (puc. 3).

B ces3u ¢ nanuvuem TDJIA 6 panHem nocaeonepayioHHOM
nepuode, KOMopas AUMUMUPOBANA BbINOAHEHUE CHeUUanu-
3UPOBAHHO20 NeUeHUs, KOAACUAALHO OnpedeseHa MaKmuKa

AedeHus: npu CmabuAu3ayuu 00ueKAUHUecKUux nokasameneil
U 80CCMAHOBAEHUU N€204HOU DYHKYUU HaAYamb nposederue
cucmemHoll xumuomepanuu c 4epedosaruem Kypcos IE (s3mo-
no3ud, ugocgpamud) u VAC (eunkpucmun, dokcopyouyut,
yurxaogocgpamud) 2—4 yukna 6 kombuHayuu ¢ OUCMAHYUOH-
Holl 1y4esoil mepanueil Ha 10Xce YOAAeHHOU 0NYXoau.

Yepes 6 ned nocae THJIA nayuenmy 66110 nPOO0AICEHO
CReyuanu3uposantoe nevenue. B npoeedenuu ayueeoil mepa-
nuu nayuenmy 6610 OMKA3GHO 8 CE53U C HapYUleHUeM 0onycmi-
MbIX CPOK08 nocaeonepayuonHoeo nepuoda. B ycrosusx HUU
oHkonoeuu Tomckoeo HayuoHanbHo20 UCCAE008AMENBCKO20
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Puc. 3. Mopgonoeuueckoe u ummyHoeucmoxumuseckoe uccaedo8anue Onyxonu: a — Onyxoab COAUOHO20 CMPOEHUs ¢ KPynHble ouazamu Hekposa (<20, okpacka
2eMAMOKCUAUHOM U J03UHOM); 6 — amunu4eckue KAemKu cpedHe2o pazmepa, pe3ko HOAUMOPGHDL, ¢ NOAUSOHANHBIMU HOPMOXPOMHBIMU SOPAMU, KPYRHbIMU
A0pLIUKAMU, 00UALHOU €AA00 03UHOPUALHOL U ONMUYECKU NYCMOU YUMONAA3MOL, 60AbUUM Koauvecmeom Mumo3so6 (x200, okpacka eemamokCuiuHom
U 303UHOM); 8, 2 — 8 ONYX0A€BbIX KAEMKAX 8bisigAeHA Ougy3nas apkas membpannas sxcnpeccusi CD99 (8) u sapkas adeprnas sxcnpeccus FLI-1 (e) (%200);
0 — peakyus gayopecuenmuoil eubpuduzayuu in situ Ha onpedesenue mpanciokayuu eena EWSRI (22q12); koauuecmeo kaemok ¢ pa3oouyeHHbIM CUSHAN0M

2ena EWSRI 14,3 %

Fig. 3. Morphological and immunohistochemical examination of the tumor: a — solid tumor with large areas of necrosis (%20, hematoxylin and eosin staining);
0 — atypical highly polymorphic cells of medium size with polygonal normochromic nuclei, large nucleoli, abundant slightly eosinophilic and optically empty
cytoplasm, and multiple mitoses (%200, hematoxylin and eosin staining); 6, ¢ — tumor cells demonstrate strong diffuse membrane expression of CD99 (8)
and strong nuclear expression of FLI-1 (2) (x200); 0 — fluorescence in situ hybridization used to detect the EWSRI (22q12) translocation; 14.3 % of cells

demonstrate EWSRI split signal
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Puc. 4. Maenumno-pesonancuas momoepamma om 17.12.2021. Cocmosnue
nocae KOMOUHUPOBAHHORO NeeHUs, be3 NPU3HAK08 peyudusa

Fig. 4. Magnetic resonance image dated December 17, 2021; examination
after comprehensive treatment; no signs of relapse

MeOUYUHCK020 UeHMPA 6 a0BI08aAHMHOM pedcume 60AbHOMY
npoeeden Kypc xumuomepanuu no cxeme IE (3monozud
100me/m? + ugpocpamuo 1,8 e/m? na 1-it u 5-ii OHu yukaa)
¢ pedykyueii 0ozl Ha 25 % (6 c6:3u ¢ XpoHUuUecKoli 601e3HbH0
nouex cmaduu Illa). Jlewenue nayuenm neperec yooeaem-
B0PUMENbHO C ABACHUIMU YMEPEHHOU 2eMaAmoN02U4ecKoil
mokcuurnocmu (netikonenus I cmenenu). B nocaedyrouem
NAyUeHmy no Mecmy JCUmeabcmea 6uia0 npogedeHo euye
5 kypcoe xumuomepanuu no cxeme VAC (eunxpucmun
1,5me/m? 6 1-ii denv + doxcopyouyun 75me/m? 6 1-ii denp +
yuraogocgamud 1200me/m? 6 1-it denv) ¢ pedyxuyueii 0o3vl
Ha 25 % c serenHusmMU YMEPEHHOU MOKCUMHOCIU (HelimponeHus
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11 cmenenu, neiikonenus I cmenenu, anemus I cmenenu,
crabocmo I cmenenu, mownoma I cmenenu,).

Yepes 2 mec nociae oKoHuaHUS XUMUOMEPAnUu ObL10 npo-
6edeHo KoHmpoabHoe obcaedosanue: MPT opearos 6prowiHoil
noaocmu, 3a0pHOWUHHO20 NPOCMPAHCMEd, masda, 0cmeo-
cyuHmuepagus, KOMnbIOMepHas Momozpagusi opeaHos epyo-
Hoil knemku. IlIpusnakos mecmuoeo peyudusa u memacma-
3UPOBAHUSL He 8bisieAeHO (puc. 4).

B nacmosiwee epems (11 mec nocae yoanenus onyxoau)
nayuenm Haxooumcs nod OUuHAMU4ecKum HabardeHuem
0e3 NpU3HAK08 npozpeccuu, ¢ COXPAHHbIM COMAMUYECKUM
cmamycom (ECOG 0), npodoaxcaem pabomame.

06cy:xneHue

Capkoma IOunra, jokaaM3oBaHHAas B MOYETOUHMKE,
BcTpevaeTcs KpaiiHe peako. CTaHIapTHOTO JISUeHHS JaHHOM
ITaTOJIOTMM, OCHOBAHHOTO Ha JOKAa3aTeJIbHOM MEIUIIMHE,
He cyiecTByeT. Hanbosee BaxKHOIM 3amadeii SIBJsieTcs IocTa-
HOBKa TOYHOTO IMArHo3a B COYETAaHUY C AKTVBHBIM JICYCHH-
€M M TIIATeJIbHBIM HaOMIOACHUEM IS YTYIIIIEHHSI IIPOTHO-
32 W YBEJIWYECHMS IIPOIOIKUTEIHPHOCTH BBIKWBAHUSI.
OnruManbHask XUpyprudecKast pe3eKIIus BaskHa IS KOHT-
poJist Hax 3abosieBaHreM. O0111ast 2-JIeTHSIST BEDKMBAeMOCTh
MMALEHTOB, IIEPEHECIIIMX OIEPAIINIO, COCTABIISICT IIPUMEPHO
75 %, B TO BpeMsl KaK BbLKMBAEMOCTb MAILIMEHTOB 0€3 XUPYp-
rim4yeckoro stamna He npesbiiiaeT 30 %. K coxaneHuio, mpo-
THO3 JUISI TALIMEHTOB C 3KCTPaoCCaJbHBIMU (popMaMu
capkombl FOuHra ocraercs HebmaronpusTHeIM. TpeOytoTest
JAJIbHEHIINE UCCIICIOBAHNS IUTST OIIPEICICHIST MEXaH3MOB
pa3BUTHS 3a00JI€BaHNS U BEIPAOOTKM Ha X OCHOBE (peK-
TUBHBIX [TOIX0N0B K JJeyeHno. Co3naHue ri1o0aabHOM 0a3bl
JTAHHBIX T10 3TOM peaKoii (hopMe 3710Ka4eCTBEHHOM OIMyXOJIn
Takxe OyaIeT CrocoOCTBOBATh YIY4IlIEHUIO CTpaTeruii jeue-
HMS M POCTY TTOKAa3aTesieil BBKMBAEMOCTH.
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