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CBeTNOKNETOYHAA CAPKOMA MANKUX TKAHEN CTONbI:
AVNArHoCTUYeCK1e TPYAHOCTU U MONEKYNAPHasa
BepuduKauuma
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CBeTNOKNeTOYHas CapKoMa MATKMX TKAHE OTHOCUTCA K YMCIY YNbTPapeaKnX 3N10Ka4eCTBEHHbIX ONYyXONei C MenaHouuTap-
HoW fuddepeHumpoBkoii. OHa nopa)aeT NpenMyLleCTBEHHO AUCTaNbHbIE OTAENbl KOHEYHOCTEN Y MONOAbIX NaLUEHTOB,
a TaKXKe XapaKTepu3yeTcs BbICOKMM MeTacTaTUYeCKUM MOTEHLMANOM U UArHOCTUYECKON CNOXHOCTBIO.

B cTaTbe npepcTaBneH KAMHUYECKUI Cyyail AUArHOCTUKM U NeYeHUA CBETIIOKIETOYHON CapKOMbl MATKUX TKaHel CTonbl
y 28-N€THET0 NaLMEHTa, KOTOPbII JEMOHCTPUPYET BaXXHOCTh OHKOHACTOPOXEHHOCTH NPY OLEHKE MATKOTKAHHbIX HOBOOG-
pa3oBaHuii, He06X0[MMOCTb TMCTONOTMYECKOTO UCCNEA0BAHMUSA NIOOBIX HOBOOOPA30BaHUI U UCMOb30BAHUSA PACLUIMPEHHBIX
MMMYHOTUCTOXUMUYECKOTO U MONEKYNAPHOTO uccnepnoBanuii (PRAME, EWSR1::ATF1) ans guddepeHumanbHoi AnarHoctu-
KW BaHHOW NaToNornmu U MenaHoMmbl.

KnioueBble cnoBa: cBeTIOKNETOYHAA CapKoMa MATKKUX TKaHel, ctona, PRAME, EWSR1::ATF1, menaHouMTapHbIA Mapkep,
61OoNCUA CTOPOXKEBOTO IMMGATUIECKOTO Y3N1a, KNNHUYECKNIl Clyyait
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CLEAR CELL SARCOMA OF SOFT TISSUE: DIAGNOSTIC DIFFICULTIES AND MOLECULAR VERIFICATION

D.V. Bulanov’?, D.R. Makhachev?, V.Yu. Karpenko', S.Sh. Dzhabieva’, A.A. Saidova’, K.A. Lokhankina?, A.R. Selimova®, Sh.M.
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Clear cell carcinoma of soft tissue is an ultrarare malignant tumor with melanocytic differentiations. It primarily affects
distal parts of the limbs in young patients and is characterized by high metastatic potential and diagnostic complexity.
The article presents a clinical case of diagnosis and treatment of clear cell sarcoma of soft tissue of the foot in a 28-year-old
male patient which demonstrates the importance of cancer alertness in evaluation of soft tissue neoplasms, necessity
of histological examination of any neoplasms, and use of expanded immunohistochemical and molecular studies (PRAME,
EWSR1::ATF1) for differential diagnosis of this pathology and melanoma.

Keywords: clear cell sarcoma of soft tissue, foot, PRAME, EWSR1::ATF1, melanocytic marker, sentinel lymph node biopsy,
case report
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BeepeHue

CaemnokierouHast capkoMa (CC) MITKMX TKaHEe# OT-
HOCHUTCS K YJIBTPapeIKUM 3JI0Ka4eCTBEHHBIM OITyXOJISIM
U coctapisieT MeHee 1 % Bcex capkoM. Yaiie Bcero oHa
BCTPEYAETCS Y MOJIOIBIX B3POCIIBIX Y IIPEUMYIIIECTBEHHO
JIOKAJIM3YETCS B IUCTAIBHBIX OTIeIaX KOHEYHOCTE, B OC-
HOBHOM B 00JIaCTH CTOIIBI U TOJIEHOCTOITHOTO CYCTaBa.
OIyX0JIb UCXOAUT U3 COCTMHUTEIbHOTKAHHBIX CTPYKTYP
(cyxoxwmii, (paciuii, amOHEBPO30B) K MAKPOCKOITICCKI
MIpeacTaBisieT CO0O0M TUIOTHBIN y3e/1 cepoBaTO-KOPUYHE-
Boro 1BeTa. [cronornuyecku CC COCTOUT U3 THE3 U ITy4-
KOB BEpETeHOOOPA3HBIX MJIM SMUTEIMOUIHBIX KJIETOK
C TIPO3pavyHO MU CI1a00303MHOMMIHLHOM LIUTOIIIIA3MOI,
HU3KO MUTOTUYECKON aKTUBHOCTBIO U PEOIKUMHU MHUTO-
3aMM; 9aCTO BCTPEYAIOTCSI MHOTOSIICPHBIC TUTAHTCKHE
KJIETKU ¥ 0Yary HEKpo3a.

HecMoTpst Ha OTHOCUTEIBHO MEIJICHHBIIN POCT, CBET-
JIOKJIETOYHAsI capKoMa XapaKTepHM3YeTCs BBIPaKCHHOM
WHBa3MBHOCTBIO ¥ BRICOKMM METACTaTUYECKUM ITOTCHIIM -
aJIoM: OITyXOJIb CKJIOHHA KaK K JTUMMOTeHHOMY pacipo-
CTPaHEHUIO B perMOoHapHbIe IuMdaTrdeckue y3isl (JIY),
TaK ¥ K TeMaTOT€HHOMY METaCcTa3uPOBaHUIO, IIPEUMYIIIE-
cTBeHHO B JieTkue. Yacroe nmopaxenue JIY ornuuaer CC
OT OOJIPLIIMHCTBA APYTUX CAPKOM MATKUX TKAHEW U MO-
3BOJISIET OTHECTU €€ K IOATHUIIAaM CapKOM, IUISI KOTOPBIX
XapaKTePHO IMPEUMYIIIECTBEHHOE TUM(POTeHHOE MeTacTa-
31MpoBaHue (CBETIOKJIIETOYHASI CapKoMa, aHTMocapKoMma,
pabmoMmrocapKoma, AIMUTSIIMONIHAS CApKOMA).

Bricokast yacToTa permoHapHOro JMM@OreHHOTO pac-
MPOCTpaHeHUsT 00yCJIOBUIA BHEAPEHKE OMOIICUU CTOPOXKEe-
Boro JIY kak merona craguposanus npu CC. Dtot Mao-
WHBA3WBHBIN ITOIXOJ IIO3BOJISIET BBISIBIISITD MUKPOMETACTA3HI
¥ n30eratbh HEOOOCHOBAHHOM TMM(POINCCEKIIMU TIPU OT-
pulLIaTEIbHOM pe3yJibTaTe ucciaenoBanus [1].

ITo rucrorenesy u penornny CC HalToMMHAET Mela-
HOMY: KJIETKHM YaCTO CONEPKAT METaHNH U KCIIPECCUPYIOT
MenaHonuTapHbie Mapkepsl (S100, HMB-45, Melan-A,
SOX10, MiTF). OnHako reHeTHYeCKH TaHHAsI OITyXOJIb YETKO
000c00s1eHa: TIPAKTUYECKU BO BCEX CITyJasiX BbISIB/ISIFOT CIIELIU-
¢uyecKyo XuMepHyo TpaHcaokammio t(12;22)(ql3; ql2),
MIPUBOIAIIYIO K (POPMUPOBAHUIO OHKO(Y3MOHHOTO TeHa
EWSRI::ATFI (pexe — EWSRI::CREBI), XoTopast OTCyT-
cTByeT pu MeaHoMe. OOHapyXKeHHUe 3TOi TPaHCIIOKALINHI
C TTOMOLIBIO (hIYyOPECLEHTHOM TMOpUIV3ALHN i Situ 1 MO-
JIEKYJISIPHOTO TeCTUPOBAHUS ITO3BOJISIET AUATHOCTUPOBATh
CC u oTimyaTh ee OT 3JI0Ka4eCTBEHHOI MeaaHOMEL. Jo-
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IMOJIHUTEJIBHBIM AuGdepeHINAaTbHO-INaTHOCTUISCKIM
MIPU3HAKOM JTaHHOM OITyXOJIU CIIYXKUT SKCIIPECCHSI OHKO-
reHa PRAME: nyig MestlaHOM XapakTepHa nudy3Has saep-
Has akcnpeccus, Torga Kak misd CC TUIIMYHO eT0 OTCYT-
crBue. B ormmune ot Mmemanomer CC nMeeT KpaiitHe HU3KYIO0
MYTaLIMOHHYIO HaIrpy3Ky 1 He CONEPXUT APANBEPHBIX MY-
Tanyii B TeHaXx BRAF n1 NRAS, nosTomMy TapreTHbIE Mpe-
napathbl, 3(p(PeKTUBHBIC MPU MeJaHOME, B OOJIBIINHCTBE
ciydaeB He aeiicTByioT Ha CC.

OcHoBHBIM MeTonoM JiedeHns CC sIBIIsieTcsT IIMPOKOe
XUPYPITUUECKOE MCCEUCHUE OIMYXOIM B TpEIeiax 3MOPOBBIX
TKaHel (RO-pe3eKkiust), 4To CyIIeCTBEHHO Y/IydIlaeT OTaa-
JIeHHbIE pe3yJibTaThl. Pojib agbloBaHTHOI JTy4eBOi Teparnuu
OKOHYATeJILHO He OIIpe/ieieHa, BO3MOXKHOCTD €€ IPOBSICHMS
paccMaTpUBaeTCs TIPU TTOJIOXKUTEIBHBIX KpasX Pe3eKIINN.
CucreMHas xumuoTeparys (peXXrMbl HA OCHOBE JTOKCOPY-
oummHa u udochamuna) npu CC manoaddekruBHa (005-
€KTHUBHbIE OTBEThI cOCTaB/IsAOT <10 %), Mo3TOMY BeayTCs
HCCIIeIOBAHNS TI0 IIPUMEHEHUIO MOJICKYJISIPHO-HAITPaBJICH-
HBIX IIpeIapaToB M MMMYHHBIX YEKITOMHT-UHTUOUTOPOB,
KOTOpbIE MIOKA He BOIIUIA B CTAaHAAPTHI JiedeHus [2, 3].

KnuHunueckun cnyyai

Ilayuenm E., 28 nem, nocmynua ¢ Hayuonanohoiii me-
QuyuHCcKUll UccaedosamenscKuil yenmp mpasmamono2uu
u opmoneduu um. H. H. Ilpuoposa 11.08.2025 ¢ xcarobamu
Ha Haauuue 068eMHO20 HOBO0OPA308AHUS MAKUX MKaHell
MbLILHOU NOBEPXHOCIU 1€60LL CONbL 8 ee cpedHeM omadene,
a makaice 6016 8 061aCMU ONYXOAU, YCUAUBAIOWYIOCS NPEUMY-
WeCmeeHHO 6 evepHee U HOUHOe 8PeMs.

Oko010 2 1em HA3a0 nayueHm camocmosmensHo ooHapy-
JcUN OKpy2a0e H08000pA3068aHUe HA MblAbHOU NOBEPXHOCIU
aeeoti cmonsl. Tlo mecmy scumenscmea on Obin oOcMompen
mpaemamonocom-opmonedom U xupypeom. Yemanoenen
duaenos «euepoma pazeubameneii 1€60i CMONbL>, PEKOMEH -
dosaHo xupypeuueckoe aeyerue. B mapme 2023 2. evinonnena
onepayus. Pannuii nocreonepayuontslii nepuod npomexan
be3 ocobenHocmell; namomopgonoeuuecKoe uccredosanue
YOaneHH020 Mamepuana He npogoouaoCs.

Yepes 1 200 nocae onepayuu nayueHm ommemun nosig-
Aenue U noCmeneHHoe ycunenue 001e6020 CUHOpOMA 8 30He
éMeuamenscmea, a makdce MeoieHHoe ygeaudeHue Hog000-
pasosanus. boas cmana 6oaee evipasicentoil, 0cobeHHO 8 HOU-
Hble yacel. B nocaednue 6 mec nosiguaUch HepezyaspHble peicy-
wue 6oau 6 mevenue ous. Tlayuenm nosmopro obpamuics
K mpasmamonocy-opmonedy no Mecmy dcumenbcmed U Ooin
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Hanpagaen 6 Hayuonanvholii meouyunckuil ucciedosamens-
cKull yeHmp mpasmamonocuu u opmoneduu um. H. H. Ilpu-
0po6a ¢ npednoNoICUMeNbHbIM OUACHO30M «IHXOHOPOMA».
[locae koncynsmayuu cneyuanucmos 6-20 omaoenenus peko-
MeHO08aHA 20CNUMAU3AUUsL 015 0000CAe008aHUS U 8epuUu-
Kayuu ouaeHosa.

IIpu nocmynaenuu @ yenmp obujee cocmosiHue nayueHma
oUeHUBanocs kak yoosaemeopumensroe. l[loxazamenu eemo-
OUHamuKu u ObIXAHUSI OCIABANUCH 8 NPedenax Hopmbl, 0aH-
HbIX, C8UOeMenbCMBYIOUUX 0 COMAMUYECKOU 0eKOMNeHCayul,
noayuero He 6vL10. JlabopamopHsie uccae0o8anus He 8biadu-
AU KAUHUMECKU 3HAYUMbIX OMKAOHEHULl, 34 UCKAIOYeHUEeM
NOBbLULEHHO20 YPOBHS 00Ue20 OuAupyouHa, coomgemcmayo-
weeo panee yCMAaHoBAeHHOMY cuHOpomy Kuavbepa.

Ilayuenm nepedsueancs camocmosmenvHo, NOX00Ka Obl-
aa cummempuyHnoli. B npoexuyuu xocmeii npednawocHbl
N0 MbLABHOI NOGEPXHOCMU €601l CIMONbl ONPedeasnoch 00s-
eMHoe H08000pazoeanue oKpyenoil hopmol pasmepom 0Koa0
3 x 2 cm, Kodca Had HUM OblAa He3HAHUMENbHO cUnepPemMUpo-
éana. Ilpu narvnayuu Ho8006pazoeanue umMeno KOCMHYIO
NAOMHOCMb, ObLA0 HENOOBUICHBIM U He CMeuanoch OMHOCU-
meabHo nodaexcauux cmpykmyp. Mecmuas memnepamypa
He nosvluieHa, narvhayus odezbonesnenna. Heiipompogpuue-
CKUe HapyuleHUs: OMCYmMCcme08anl.

Puc. 1. PenmeeHozpagus nesoli cmonsi (npamas npoexkyus). Mse-
KOmKaHHoe H0B00OPA308aHUE NO MbLILHOL NoBepxHOCMU 8 06acmu
K/IUHOBUOHbIX Kocmeli € y4yacmkamu Kpaesoli decmpyKyuu u y3ypayuu
nepedHux omoenos KAUHOBUOHbIX Kocmell

Fig. 1. Radiograph of the left foot (anteroposterior view). A soft-
tissue mass overlying the dorsal aspect of the midfoot in the region
of the cuneiform bones, accompanied by marginal bone destruction
and erosive changes of their anterior portions

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

B xo00e penmeenoepaghuu nesoii cmonst om 11.08.2025
8bl518/1€HO MACKOMKAHHOE H08000pA308aHuUe 8 00aacmu Kau-
HOBUOHBIX KOocmell no nepeorell (MvlAbHOIL) NOBEPXHOCIU
¢ ywacmkamu Kpaeeoil decmpyKuyuu u y3ypayuu nepecHux
omadenog Kaunosuouvix kocmeil (puc. 1). HUzmenenus pac-
YeHeHbl KaK MACKOMKAHHAsL ONYXoab nepedHe20 0maoena Ae6oil
cmonbol.

Ilo pezyarsmamam yaempazeyKo8oeo uccaedo8anus
MbLAbHOU nogepxHocmu aegoil cmonst om 12.08.2025 evisi6-
AeHO0 NOOK0JICHOE COAUOHOE 080UOHOE HOB000PA308aHUe Pa3-
mepom 4,6 x 1,2 x 2,2 cm, 8 moauje Komopozo onpeoensiniucs
cyxoorcunus pazeubameneil naivyes cmonsi. Cmpykmypa
H08000pa306anus 6blaa HeOOHOPOOHOI, 6CMPEHANUCh 2UNO-
u eunepaxoeeHHoie 30Hbl. IIpuznakoe coobujenus c nacHe-
gananeosvimu cycmasamu He goisgneno. Ilo dannoim yse-
mo60eo 0ONNAEPOBCK020 KApmMuposanus onpedeneHo,
4mo H080006pazosanue asackyisapHoe. Yavmpazeykogas
KapmuHa coomeemcmaosana onyxoAau, 6eposmHo, Ucxoosuel
U3 CUHOBUANBHOLL 00010UKU NaAnbles cmonbl. Bo epems aneuo-
CKAHUPOBAHUS BeH HUICHUX KOHEYHOCMell NamoA0eU4ecKux
U3MeHeHUIl 8bis18AEHO He ObLIO.

Omkpbimas O6uoncusi Onyxoau MseKux mkaweii 1e6oi
CMONbL ¢ NAACMUKOU PAHbL MECHHbIMU MKAHAMU npogedena
12.08.2025. Ilocreonepauuontbtii nepuod npomekan 6aaeo-
NpUSMHO: NOBA3KA 0CMABAAACH CYXOIl, NPUBHAKO8 B0CNANCHUS
He OMMeueHo, PaHa 3aXcula NePBUHbIM HaAMSICeHUEM, CO-
CyoUCmbIX U HEBPOAOSUMECKUX HAPYULEHUIL He GblBAEHO.

IIpu eucmonoeuueckom uccredosanuu GUONCUIHO20 Ma-
mepuana evisienena CC msaexux mrareil (puc. 2). Onyxons
umena y31080i mun pocma c opmuposanuem KOMIAaKmHsix
2He30 MOHOMOPOHbBIX INUMENUOUOHBIX KAEMOK, PA30eeHHbIX
WUPOKUMU KOANA2EHO8LIMU Nepe2opooKamu, ¢ UHeasuell
8 oKkpyJicaroujue maekue mKanu. Mecmamu onpedensinuce
2He30HO-mpabdeKyaspHble CMPYKMYPbl HA (OHE BbIPAINCEHHO
CcKAepo3uposantoll cmpombl. Onyxonesvie Kaemiu ObLAU KPYN-
HbIMU, C YMEPEHHO C8eMAOIl, 04a2080 8AKYONU3UPOBAHHO
YUMONAA3MOU, NY3biPbKOBUOHBIMU AOpAMU U MeAKUMU
AOpbIUKAMU, POPMUPOBANU NAOMHblE NOAS U MmsadcU. Hmmy-
Hoeucmoxumu4ecku @uisigaeHa ou@ysnas UHMEHCUBHAS
sA0epHas u yumonaasmamuteckas sxcnpeccus eaxa S100,
4mo 6 couemanuu ¢ Mopghoaoeuueckoll KapmuHoi coomgem-
cmeogano CC msaeKux mxaHeil.

Ilocae mopgponoeuueckoii eepuukayuu KAUHUYECKUL
cayuail 00cyincoeH Ha Cneyuanu3upo8aHHOM OHK0A0SUYECKOM
Koncunuyme. Cmamyc Kpaee nepeuvyH020 Xupypeu1ecKozo
emeulamenvcmea pacyeret kak R1, 6 cesasu c uem pexomen-
008aHO NOBMOPHOE Ucceuerue 001acCmu Onyxoae6020 pocma
¢ yenvto docmudiceHust padukanrbHoOCmu.

Ha momenm nodeomoexu cmamou OaHHble 0 NPOBEOEHHOM
AeHeHUU OMCYMCmMBEYIom, NAyUeHm Haxooumcs nod OUHamu-
ueckum Habaodenuem. Pewaemcs eéonpoc o peuccewenuu no-
cne komnaekcHoeo cmaouposanus. Tlo umeroujumces OaHHbIM,
NPU3HAK08 Pe2UOHAPHO20 U OMOAAEHHO20 MEeMACMAa3Uupo8anus
He BblsA81€eHO.
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Puc. 2. [ucmonozuyeckoe u UMMYHO2UCMOXUMUYECKOE UCCIe00BAHUS CBEMIOKNeMOYHOU CAPKOMbI MARKUX MKaHel: a — y3/1080L pocm onyxoau
C (hopmupoBaHUEM KOMNAKMHbIX 2He30 MOHOMOPGHBIX INUMENUOUOHbIX KIeMOK, pa3desieHHbIX WUPOKUMU KOMIa2eHOBbIMU Nepe2opooKamu,
C pacnpocmpareHuem onyxoau 8 Moy NpUAeXaujux Mazkux mrared, x40; 6 — 2He30HO-mpabeKyiApHoe PacnoIoXKeHuUe ONYX0esblx KiemoK
Ha (hoHe BbIPAXKEHHO CKIePO3UPOBAHHOL cmpombi, x100; 8 — KpyNHbie 3nUMenUOUOHbIe KIemKu ¢ ymepeHHo ceemsioli (0442080 BaKyoU3UPO-
8aHHol) yumonnazmod, ny3sIpbKOBUOHBIMU AOPAMU U MeSKUMU AOPbILUKAMU, (opMUpYIOWUe NAOMHbIe NOASA U maxu, x200; e — duggysHas
UHMeHCUBHAs A0ePHAs U Yumonaasmamuyeckas sxcnpeccus 6esnxa S100 8 onyxonesbix Kiemkax (UMMyHo2UCMOXUMUYECKoe UCCIedoBaHue).
OKpacka 2eMamoKcunuHoOM U 303uHoM (a-8), UMMyHo2UCMOoXUMUYeckoe okpawusarue S100, MOHOKIOHAIbHbIE aHMUmMend, KioH 4C4.9, xpomo-
2eH DAB, dokpawiugarue 2eMamoKcunuHom (2)

Fig. 2. Histological and immunohistochemical examination of clear cell sarcoma of soft tissue: a — nodular growth pattern with compact nests
of relatively uniform epithelioid tumor cells separated by broad collagenous septa and extending into the surrounding soft tissues, x40; 6 — nested
and trabecular arrangement of tumor cells within markedly sclerotic stroma, x100; 8 - large epithelioid cells with pale, focally vacuolated
cytoplasm, vesicular, x200; e - diffuse strong nuclear and cytoplasmic expression of S100 protein in tumor cells (immunohistochemistry), x100.
Hematoxylin and eosin staining (a-8), immunohistochemical staining for S100, monoclonal antibody, clone 4C4.9, DAB chromogen, hematoxylin

counterstain (2)

06cyxpeHue

IIpencraBieHHBIN KIMHUYECKUN CTydail MIITIOCTPU -
pyeT TunuuHbIe ocobeHHocTH CC: MOJI0I0# BO3pacT Ia-
LIMEeHTA, TOKAIMU3alus Ha ThLJIbHOM OBEPXHOCTHU CTOIIbI,
OTHOCHUTEJIPHO HeOOJIbIIoi pa3mep odara (~3—5 cm)
U JUTUTEIbHOE OECCUMIITOMHOE CYILIECTBOBAHUE OITyXOJIH.
Ha sTamne nepBuuHOro obpaiieHus 60JIbLHOTO AOMyIIeHa
JHMarHOCTHYECKAas OLIMOKA: HOBOOOpa30BaHKE TPAKTOBa-
HO KaK J00pOKavyeCcTBEHHAs] TUTPOMa MJIM SHXOHAPOMA,
YTO MPUBEJIO K HETIOJTHOMY YAAJIEHUIO OIYXOJIU U OTCYT-
CTBUIO TMCTOJIOTMYE€CKOI0 KOHTPOJIS.

TTo ganHBIM JTUTEPATYPHI, B cpeaHeM y 30 % maiueH-
ToB ¢ CC 11epBOoHaYaIbHO OIIMOOYHO JUATHOCTUPYIOT H0-
OpoKauecTBeHHOe HOBOOOpa30BaHME, YTO IIPUBOJIUT K He-
paIuKalbHOM Pe3eKLUNU U, KaK CIEACTBUE, K YXYIIIEHUIO
nporHo3a. Tak, B peTpOCIIeKTUBHOI cepum U3 43 ciryyaeB
5-JeTHSS 001Iast BBLKUBAEMOCTD ITAIIMEHTOB TIOCIIE MOJI-
Hoii (R0) pesexiuu coctaBuia ~64 %, Torma Kak Ipu OCTa-
TOYHOI OITyX0JIM OHa paBHsIach 0 %. B npencraBieHHOM
KJIMHUYECKOM Cilydae TMarHo3 BepudULKMPOBAH JIHUILIb
IIpY IOBTOPHOM OOpallieHUY MaleHTa 32 MEAULIMHCKOM
IOMOLIBIO, U 10 JaHHBIM THCTOJIOITMYECKOTO UCCIIeI0Ba-

CapKombl KOCTeii, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

HUS BBISIBIEH Kinaccudyeckuii Bapuant CC. Oto momuep-
KHMBaeT HEOOXOIMMOCTB ITPOBEACHUSI MOP(OIOTMIECKOTO
HUCCIeN0BaHU JI000ro yaajsieMoro HoBooopa3oBaHUS
MSTKUX TKaHEW, Jaxe eCIM KIMHUISCKNA OHO BBITJISIIUAT
JIIOOpOKaYeCTBEHHBIM (HammpuMep, Kak Kucta) [3].
Mopdonornueckass KapTuHa OHOIITaTa IMOJHOCTHIO
COOTBETCTBOBAJIa OIIMCAHHOM B JIUTEPaType: OITyXOJIb CO-
CTOUT U3 Y3JIOB SIUTEIMOUIHBIX KJIETOK C IIPO3pavyHOil
BaKyOJIM3UPOBAHHOM LIUTOITIA3MOi1, (hOPMUPYIOIINX THE3-
JIa ¥ TSCKU, pa3felIeHHbIE KOJIJIaTeHOBBIMU ITPOCTIOMKAMMU,
MecCTaMM OTMEUeH BhIpaXkKeHHBIN (prudpo3 cTpoMbl. UMMy-
HOTUCTOXMMUYIECKH HOBOOOPA30BaHME IEMOHCTPHUPOBAIIO
muddy3Hyto akcrnpeccuio S-100, pokarbHO OTMeUYeHA
nojoxutenbHas peakuusa Ha HMB-45, npu satom Tect
Ha PRAME otpuniatenbHbIi. Takoe coueTaHre MPU3HAKOB
TMOATBEPXIaeT MeTaHoLMTapHyIo nuddepeHmpoBky CC
M TIOMOTaeT OTJIMIUTH €€ OT MeJIaHOMBI. COTIaCHO MEXIy-
HapOIHBIM KIIMHUYECKUM PEKOMEHIALMSAM 00s13aTeIbHBIM
staniom auarHoctuku CC gBsgeTcsl MOJIEKYJIsIpHast BEpH-
¢ukaums — BeIsIBIcHUE xuMepHoro reHa EWSRI::ATF1
(pexxe EWSRI::CREBI) ¢c momMoipo QIIyopeclieHTHOM T -
OpuUIM3aLIMY in Sifu VTN TTOJIMMEPA3HOM LIETHON peakLuu
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B peaJIbHOM BpeMeHU. B HalieM ciryyae pe3ysbTaTsl TeHe-
THUYECKOTO MCCIEIOBAHMS CTaIM JOCTYITHBI yXKe IT0Cye
MOPGHOIOTMIECKOTO 3aKITIOUSHHSI, [TO3TOMY B JaJIbHEHIIIEM
IUIAHUPYETCSI PACIIMPEHHOE MOJIEKY/ISIPHOE TECTUPOBAHE
omyxonu [4, 5].

HMHCcTpyMeHTaIbHBIE METOABl TUATHOCTUKHA UMEIOT
BaxkHOe mporHoctuueckoe 3HadyeHue npu CC. CornacHo
HeIaBHEMY aHAJIN3Y JaHHBIX MArHUTHO-PE30HAHCHOM TO-
Morpacduu (MPT) 14 mauimeHTOB pa3Mep OITyXoau >4 cM
1 HaJIM4YMe MaKpOCKOIIMYECKOro HEKpo3a Ha MCXOMTHBIX
CHMMKaX CTaTUCTIIECKM 3HAYMMO aCCOIIMHIPOBAJINCEH C BbI-
COKHM PHCKOM Pa3BUTHUS OTHAJICHHBIX METacCTa30B B Te-
YyeHMe MTOCIEeAYIOMNX 5 eT HaomoneHus [6]. Kpome Toro,
HaJIMIME METACTaTUIECKOTO ITOPaXeHUS yKe Ha MOMEHT
YCTaHOBJICHUSI TMAarHO3a TECHO KOPPEIUPOBAIO C 00JIb-
LM pa3MepOoM IIEPBUYHON OITYXOJIH.

B npencraBieHHOM KJIMHMYECKOM CIydae 10 JaHHBIM
peHTreHorpaduy U yIsTpa3ByKOBOTO MCCIICIOBAHUS pa3-
Mepbl HOBOOOPAa30BaHMSI COCTaBUIN ~4—5 CM, 4TO MOXKET
OBITh CBSI3aHO C BBICOKMM PHMCKOM PETMOHAPHOIO U OT-
aJICHHOTO METACTa3MpPOBaHUS U TPeOyeT TIIATEIHHOTO
CTagupOBaHUSI.

C yuyeroM xapakTtepHoit st CC CKJIOHHOCTH K JIUM-
¢oreHHOMY PacCIIPOCTPAHEHUIO IIPEACTABISIETCS 000CHO-
BaHHBIM poBeaeHue ouorncuu cropoxenoro JIY. 1o naH-
HBIM pPa3JMYHBIX HCCIEIOBAaHUI, dYacToTa €ro
METAaCcTaTUYECKOro rmopaxeHus sapbupyer ot 10 1o 50 %
[7]. OTpunaTeIbHBIN Pe3y/IbTaT TaKOi OMOIICHH ITO3BOJIS -
eT n30exxaTh HeOOOCHOBAaHHOM pernoHapHO TMMboanc-
CEKIIMH, TOTJa KaK BBISIBJICHHE MUKPOMETACTa30B CITYKUT
IMOKa3aHMEM K BBIIIOJIHEHHIO TepareBTUICCKON TuMPo-
IHUCCEKIINM C MOCIEeIYIOINM PacCMOTPEHUEM BOIIpoca
0 CHICTEMHOM JICYCHUH 10 THANBUAYaTbHBIM ITOKA3aHMSIM.

PesynbraThl oLieHKY pernoHapHbIx JIY 1 ganbHeimas
JIeyeOHas TAKTUKA TOJKHBI OOCYKIaThCsI Ha MYJIBTUINIC-
LUIIMHAPHOM OHKOJIOTHUYECKOM KOHCHJINYME.

TepaneBruueckas taktuka npu CC OCHOBBIBaeTCS
Ha arpeCCMBHOM JIOKAJbHOM KOHTPOJIE Hal OITyXOJIBIO.
EovHCTBEeHHBIM METOIOM, 3HAYMMO YIYYIIAIOIINM BBI-
XKMBAaeMOCTb, OCTACTCS paIKaJIbHOE XUPYPTUIeCKOe yaa-
JIeHre HoBooOpa3oBaHus (pe3ekuus R0). Ponb ydeBoit
tepanuu npu CC ocTaeTcs HeSICHOM: OHAa MOKET MCITOJIb-
30BaThCS B aIbIOBAHTHBIX HEJSX IPU TOJI0XUTEIbHBIX
Kpasx pe3eKIIUM WIM MHBIX (DaKTopax BEICOKOTO PHCKA,
OTHAKO JOKAa3aTeIbCTB MOBBIIICHUS OOIIIeH BEKMBaEMO-
ctu HeT. CHcTeMHas] XMMUOTEpanus, IMpuMeHsIeMast
TaK Xe, KaK ¥ IpU IPYTux capkomax (ZOKCOPYOULIMH,
ndochaMu), IEMOHCTPUPYET KpaitHe HU3KYIO 3D (EKTUB-
HocTb nipu CC: 110 JTaHHBIM COBPEMEHHBIX 0030pOB, 00b-
eKTUBHBIC OTBETHI HAOMIOZAIOTCS JIUIIb B ¢IMHUYHBIX
cayJasix. B ¢BSI3M ¢ HEIOCTAaTOYHOM Pe3yJIBTaTUBHOCTBIO
CTaHIAPTHBIX PEXXMUMOB XUMHOTEPAIINH OCYIIECTBIISTIOTCS
ITOMIBITKY TIPUMEHEHMST HOBBIX CPEACTB. B Xxome KimHnye-
CKMX MCCIICIOBAaHUM N3y4alOTCsI MHTUOUTOPHI KOHTPOJIb-
HBIX TOYEK UMMYHHUTETa (TIeMOpoIm3ymMad, HUBOIyMao)

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

U TapreTHBIe npenapaThl. OTMEUYeHBI OTAEIbHBIC CIyJdan
CTa0WIM3aIMY OITYXOJIEBOTO IIpo1iecca Ha (poHe MMMYHO-
Tepaliuu, Halipyumep Ipu IIpUMeHeHU U IieMOporu3yMada
B COUETAaHUM C JIy4eBOM Tepanuei Win KoMOMHALUU Cy-
HUTUHUOA C HUBOJIyMaOOM, OJHAKO 3HAYMMOTO BIUSHUS
Ha OOIIIyI0 BEDKMBAEMOCTD ITOKA He TIPOIeMOHCTPHPOBAHO.

C yuerom nguddy3Hoii sakcnpeccun S-100 u pucka
paHHETrO MeTacTa3MpPOBaHUS B HAIlIEM cJIyJae IUIaH Jede-
HUSI TOJDKEH OBITh MAaKCHMMAJIPHO PATUKATbHBIM: IIIMPOKOE
HMCCEUYCHUE OIYXOJIU C PEKOHCTPYKIIMEI BOZHUKIIIETO JIe-
¢ekTa, TUCTOJIOTUYECKUIT KOHTPOJIb HAall KPasiMM Pe3eK-
1K, 6rorcus ctopoxkeBoro JIY st OLeHKU COCTOSTHUS
peruoHapHbix JIY u mocienywollee JMHAMUYECKOE Ha-
omonenue (MPT, mo3urpoHHast SMUCCHOHHAS TOMOTpa-
¢us1, coBMelIeHHAsI ¢ KOMIIBIOTepHOU ToMorpadueit
(IT9T/KT)). B ciryyae BISIBICHUSI METaCTaTUIECKOTO I10-
paxkeHMUSI MOXET paccMaTpMBAThCS yJacTHE MallMEeHTA
B KJIMHUYECKUX MCCIICIOBAHUSIX HOBEMIIINX JIEKaPCTBEH-
HBIX IIperapaToB — MMMYHHBIX WUIM TapreTHHIX [§, 9].

ITomuMmo knaccuyeckoro Bapuanta CC B 1ureparype
OIMCAaHBI PeIKNE KIIMHUKO-MOP(HOIOTIIeCKIE Baprualllii
naHHOI onmyxonu. Hanpumep, 3apruKcupoBaHbl €IMHUY-
HbIe HAOTIONCHMS TIEPBUYHO KOXHOI (nepmanbHoii) CC,
TP KOTOPOI OITyXOJIb pacIiojaraeTcs B IepMe 0e3 CBSI3U
¢ anuaepMucoM. Takoii MOBEpXHOCTHBIN y3eJI JIErKO MpHr-
HSTH 33 aKpaJbHYI0 MeJIaHOMY, OMHAKO HA MMMYHOTHCTO-
XUMIYECKOM YPOBHE B HEM He HaOJII0MaeTCsT SKCIIPECCHS
PRAME, uto HeTunm4yHO Ju1st MeJlaHoMbl [10]. B momo6HoM
CJTydae pelaloIyM apTyMEHTOM B ITOJIb3Y CAPKOMBI CITYKAT
Ha/lM4aue reHeTndeckoit Tpanciokauy EWSR I, mo3Bons-
Iolllee YCTAaHOBUTD IPaBWJIBHBIN nHarHo3. B mmrepartype
omnrcaH Takke penkuii BapuanT CC ¢ T1a3MOIUTOMITHOMN
MOP(OIOrHeit KIIETOK — paHee He BCTPEUaBIINMCS OTKIIO-
HEHHEM B CTPOCHHMU, KOTOPOE TaKXKe MOXET IPUBECTHU
K OIIMOOYHOM TpaKTOBKe o1myxonH [11]. OcBemoMIeHHOCTh
MaToMopdOJIOTOB O BO3MOXKHBIX HEOOBIYHBIX BapHaHTaX
CC uMeeT BaxkKHOE ITPaKTUIECKOE 3HAUCHHE IS MUHUMU -
3l TMAaTHOCTUIECKUX OIITNOOK.

C yrny6aeHreM IMOHUMaHUS MOJICKYJISIPHBIX OCHOB
CC 1mogBIIIOTCS TIEPCIIEKTUBBI €€ MOJICKYJISIPHOI cTpa-
TUpuKauum (Ipexae BCEro I0 TUITY OHKOQY3UU
(EWSRI::ATF1 v EWSRI::CREBI) v cBsI3aHHBIM C Heil
TPAaHCKPUIIIIMOHHBIM IIPOrpaMMaM), a TaKKe pa3padoTKU
LeJIeBBIX MeTodoB Tepanuu. OHKOGY3MOHHBIA OeIoK
EWSRI::ATFI npencraBisieT co00it aHOMaIbHbBII TpaHC-
KPHUITIMOHHBIN (DaKTOP C BRIPAXXEHHBIM BIMSIHUEM Ha Op-
rapm3anunoo xpomatuHa. OH perapretupyetr ATFI-
3aBUCUMBIC TPAaHCKPUIIIIMOHHBIC MEXaHU3Mbl Ha HOBBIC
TeHOMHBIC YYaCTKM, aKTUBUpPYsS 3D-ceT sHXaHCEPOB,
PETYINPYIOIINE 3JI0KAYSCTBEHHBIN (PeHOTHUIT X MEJIaHO-
LMTapHYIO ThGepeHIIMPOBKY ormyxoiu [12]. B yactHocTH,
paHee TTOKa3aHo, 4To (popMHUPOBaHUE OHKO(MY3MOHHOTO
reHa EWSRI::ATFI vagynupyet akcnpeccuio MITF —
KJII0YEBOTO PETYJISITOpa MEJIaHOLIMTapHOI nudbepeHITn-
poBku [13].
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Ta6nm|,a 1. MMMyHOZUCmOXUMU’-IeCKUE u MOJIeKynapHo-eeHemu4eckue 0CoBeHHOCMU CBeM/IOKIeMOYHOU CAapKOMbI MA2KUX mKaHel u MesaHombl

Table 1. Immunohistochemical and molecular-genetic features of clear cell sarcoma of soft tissue and melanoma

IToka3zarenb

S-100

HMB-45

Melan-A (Mart-1)

CBeTIOKJIeTOYHAS CapkomMa

CunbHas quddy3Hast SKCIpeccust
Strong diffuse expression

OuaroBasi/HepaBHOMepHast 3KCITPECCHUst
Focal/heterogenous expression

EcTb B 0OJIBIIMHCTBE CIy4aeB
Present in the majority of cases

3/10KauecTBEHHAS MEJIAHOMA

HuddysHas sxcnpeccust
Diffuse expression

Yae nuddysHas sakcrpeccust
Mostly diffuse expression

EcThb B OOJIBIIIMHCTBE ClTydyacB
Present in the majority of cases

SOX10 Present almost always

MiTE Huddy3Has snepHas SKCIpeccust
Diffuse nuclear expression

PRAME Kak npaBuiio, OTCyTCTBYeT

Xumephslii reH EWSRI1-ATF1
EWSRI-ATFI chimeric gene

Myranus V600 B reHe BRAF

V600 mutation in the BRAF gene Absent

MyTtaunoHHas Harpy3ka
Mutational load

OTH JaHHBIE CO3MAIOT MPEAIIOCHUIKH IS pa3padboTKU
HOBBIX TEPAIIEBTUIECKUX CTPATErUii, BKIIIOUYasl IIPUMEHE-
HHE SIINTeHeTUYECKMX IpernapaToB (HaIpuMep, MHTHOM-
TOPOB XPOMATHUH-MOIN(DHUIIMPYIOLINX KOMIUIEKCOB, TAKIX
Kkak EZH2) u reHHO-UHXEHEPHBIX MOoaXomoB. TeopeTrae-
CKU BO3MOXHBI CTPATeTUH aJAPEeCHOTO ITOAaBICHUSI OHKO-
(y3MOHHOTO TPAaHCKPUIIIIMOHHOTI'O KOMILIEKCa, BKIFOYAst
TexHojorumn penaktupoBaHusi reHoma (CRISPR/Cas9).
B Hacrosiee Bpemst Takue ITOIXOIbI HAXOMATCS Ha paHHMX
9Tarax 3KCIePUMEHTATbHBIX UCCICIOBAHUI 1 HE BXOIST
B KJIMHUYECKUE CTaHIAPTHI, OMHAKO paccMaTPUBAIOTCS
KaK IIEPCIEKTUBHBIC HAIIPABJICHMS TePAY JAHHOM PEIKOK
U arpeCcCUBHOM o1myXxou. UMMYHOTHCTOXUMHUYECKIE Y MO-
JIEKYJIIPHO-TEHETUICCKIE PA3IMIMS MEKITY CBETIOKIIETOU -
HOIi capKOMOIi U MeJIaHOMOM IpeICTaBIeHbI B Ta0. 1.

3aknoueHue

Takum 00pa3zoM, IpeacTaBAeHHbIN KIMHAYECKUIA CITy-
yaii IEMOHCTPUPYET CIOKHOCTD yeTaHOBIIeHNST CC MATKIX
TKaHel crorbl. OMmyXoib JaHHOM JIOKATU3alK CIIOCOOHA
WMUTUPOBATh 1O0OpOKAYEeCTBEHHbIE HOBOOOPA30BaHMs,
YTO 3aTPYIHSIET €€ PAHHIOKI AUArHOCTHUKY. LISl MpaBUiIb-
Hoii upenTudukanym CC HeoOXOTMMbI OHKOHACTOPOXKEH-
HOCTb KJIMHUITMCTOB ¥ KOMITICKCHBII ITOIXO; TIIATeIbHOE
MOP(hOJIIOTUIECKOE HUCCIEIOBAaHNE C MCIIOJb30BaHUEM
paciIMpeHHO! UMMYHOTMCTOXUMMWYECKOU MaHeNu (BKJIIO-

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

EcTb 1TouTH BCerna

Usually absent
TIpucyrctByet nipumMepHo B 90—95 %
clIy4yaeB
Present in 90—95 % of cases
OTCyTCTBYET

Huskas («xojoaHasi») oIyxoib
Low (“cold”) tumor

Ectb nmouTtu Bcerna
Present almost always

HuddysHas skcrpeccust
Diffuse expression

HuddysHas skcrpeccust
Diffuse expression

OTCyTCTBYET
Absent

IIpucyrcrByeT mpumepHo B 50 % ciyyaeB
Present in about 50 % of cases

Bricokast («ropsiyasi») OIyxojb
High (“hot”) tumor

yasl ImaHeIb MeJJaHOLUUTapHBIX MapKepoB 1 PRAME) n Mmo-
JIEKyJIsIpHas BepuUKAIIKS XapaKTepHO IS 3TOM 1aTo-
norun tpaHcnokauuu EWSRI::ATFI. TlpumeHeHue
coBpeMeHHBIX MeTonoB Buayanusamuu (MPT, IT9T/KT)
IMO3BOJISIET OLICHUTh arpPeCCUBHOCTH IIpollecca (o Koc-
BEHHBIM IIpU3HAKaM, HallpuMep 10 HAIMINIO HEKPO3a)
1 CIUIAaHMPOBATh TAKTUKY JICUCHHS C YIETOM PHCKa MeTa-
CTa3MpOBaHMUSI.

ITpornos rmpu CC ocTtaeTcs HEOMATONMPUATHBIM: JaXKe
IMpYU KOMOMHMPOBAHHOM JICYCHUM S5-JICTHSISI BBIKMBa-
€MOCTb peaKo npeBbimaeT 50 %, a MeTacTaszbl MOTYT BO3-
HUKHYTB CITyCTS TOIBI ITOCJIE IIEPBUIHOIO YIaJIeHHS OITy-
xonu. TonbKO ITOJHOE XMPYPTrHYEeCKOe MCCEeUYCHHE
HOBOOOPA30BaHUS C OTPULIATSIFHBIMU KPasiMU PEe3EKIINHI
(R0) obecrieunBaeT HaMIYYIIYIO BEPOSITHOCTD TOJITO-
CpoOYHOI1 pemuccuu. BkioyeHre 6MONCcuu CTOpoKeBOro
JIY B anropuT™ BeAeHMS MAIIEHTOB C OITYXOJISIMU TPYTI-
nel CARE (cBeTnokiaeToyHass capkoMa, aHTHOCapKoMa,
pabmoMuocapKoMa, IMUTEINONIHAS CapKOMa) CII0C00-
CTBYEeT TOUYHOMY CTaIMPOBAHMIO U MO3BOJISIET M30eXKaTh
U30BITOUHON TMM(paTeHIKTOMUHN IIPU OTCYTCTBUU METa-
CTa30B.

OrpanudeHHass 3(PGEeKTUBHOCTb TPATULIMOHHOM
XMMUOTepaIy IMoJ4epKUBaeT HEOOXOAUMOCTh pa3padboT-
K1 HOBBIX MOAX0M0B K JiedeHnio CC, BKIII0Yast TAPreTHYIO
1 IMMYHHYIO TepaITnio, a TakXKe IMepCOHATN3NPOBAHHBIX
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CTpaTeruii ¢ y4eTOM MOJIEKY/ISIPHOIO IIPOGUIISL OIIYXOJIH. MOpGhOJIOTOB, PAIUOIOTOB, XUMHOTEPAIIEBTOB, MOJICKY-
PanHee HampaBiieHuUe MaLKMEeHTa B CIICHMAIM3UPOBAHHBIA  JISPHBIX OMOJIOTOB) MO3BOJSAT ONTUMU3UPOBATH 00bEM
CApKOMHBI LIEHTP U MCIIOJIb30BaHUE MYJIBTUIUCLIUILII - Teparnuy ¥ B KOHEYHOM CYeTe MOBBICUTh KA4eCTBO U IIPO-
HapHOTO momaxona (COBMECTHasl paboTa XUpPyproB, HMaTo- JTOJDKUTENIbHOCTD 3KU3HU 001bHBIX ¢ CC.
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