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BBeaeHue. InuTennomnaHas CapKkoMa OTHOCUTCA K YUCNY PEAKMX 3/0KaYeCTBEHHbIX ONYX0Nel MArKUX TKaHeil, BCTpeda-
IOWNXCA NPEUMYILECTBEHHO Y MONOALIX B3POC/bLIX. B A€TCKOM BO3pacTe AaHHasi Natofnorus AUAarHOCTUPYETCA KpanHe
PELKO, YTO 3a4aCTyio NPUBOLAMUT K ee No3AHeN BepUMMKALMN U BbINOSHEHWIO HEMNAHOBLIX XMPYPTrUYECKUX BMELIaTeNbCTB
Mo yaaneHWo ONyxonu, KOTOPYIO Ha PaHHUX CTaaMUAX NPUHMMAIOT 3a f06poKayecTBeHHOe HOBOOGpa3oBaHue. OCHOBHbIE
TPYAHOCTM CBSA3aHbI C HECMeUUbUYHOCTLIO KTMHUYECKOR KapTUHBI U HEOBXOAUMOCTbIO MPUMEHEHNA UMMYHOTUCTOXUMU-
YECKUX M MONIEKYNAPHBIX METOL0B AfA YCTAHOBNEHUA OKOHYATeIbHOrO MarHo3a.

B cTaTbe onuMcaH KAMHUYECKMil ClyYait AMarHOCTUKM 1 NeYeHUs SNUTENMONAHOM CAPKOMbI MATKUX TKaHel y pebeHka, npef-
CTaBfieHbl TPYAHOCTM B YCTAHOB/IEHWUN ANArHO3a, CBA3aHHbIE C MOPhOoNOrnyeckoit sepudukaumein u guddepeHLanbHoIl
ANarHoCTUKO 3TOI OMYXO0AK, a TaKKe NPoaHannN3MpoBaHa 3 PEKTUBHOCTL KOMMNNEKCHOTO SIeYeHUs, BKOYAIOWEro paam-
KalibHOE XUpPYPruyecKoe BMeLaTeNbCTBO U afblOBAHTHYIO JlyYeByio TEpanuio.

KnuHuueckuit cnyyait. Manbuuk, 11 neT, C INUTENNOUAHON CAPKOMOM MATKUX TKaHel NpaBoro nieya. s ycTaHoBAeHNA
AMarHo3a 1cnosib30BaHbl JaHHbIE aHAMHEe3a, KIMHUYECKOr0 0CMOTPA U Pe3yNbTaThl MHCTPYMEHTA/IbHBIX METOJ0B — YbTpa-
3BYKOBOIO UCCI€0BAHMS, MAarHUTHO-PE30HAHCHON TOMOTPadun U KOMNbIOTEPHOI TOMOrpaduUm rpyaHOM KNeTku 1 GptoLu-
HOM NONOCTH, CUMHTUIPAdUSA U NO3UTPOHHAS IMUCCUOHHAA TOMOrpatus, COBMEILEHHAs C KOMMbIOTEPHOM ToMorpaduei.
[lonoaHNUTENbHO BbIMOHEHA NYHKLMA KOCTHOMO MO3ra 15 UCKNIOYEHUS CUCTEMHOTO PAacnpoCcTpaHeHus onyxonu. JledeHune
BKJII04AsI0 PaANKabHOE XUPYPruYecKoe NCCeYeHe OMyX0un C PEKOHCTPYKLMEH AedeKTa U NOCAeAYIOlLYI0 ablOBAHTHYIO
Jly4eByio Tepanuio Ha 061acTb ee noxa. OueHka 3heKTUBHOCTM Tepannm NPOBOANNACH HA OCHOBE KTMHUYECKUX AaHHbIX
1 Pe3ynbTaToB KOHTPONbHbIX 06CNef0BaHNit B AMHAMUKe. Cepbe3HbiX OCTI0XHEHWII BLIABNEHO He Obl0, yaanoch 4o6UTbCA
JIOKaNbHOTO KOHTPONA Haj 3ab0NeBaHUEM M COXPAaHUTL XOpOoLlee KayecTBO XMU3HM pebeHKka B Ganxaiiem nepuoae Ha-
6noaeHus.

3akntoueHue. MpeacTaBneHHbIN KIMHUYECKUIA CyYail MANKOCTPUPYET TPYAHOCTU PaHHER ANArHOCTMKM 3NUTENUONHOM
CapKOMbI y ieTeil, AOMNONHAET CYLWECTBYIOULYIO KNMHUYECKYI0 633y U MMEeT NPaKTUYECKYH LeHHOCTb /15 COBEpPLIEHCTBO-
BaHWA NOAXOAO0B K BEAEHMIO NALMEHTOB AETCKOr0 BO3PACTa C PEAKUMU ONYXONAMN MATKUX TKAHE.
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Introduction. Epithelioid sarcoma is a rare malignant tumor of the soft tissues developing mostly in young adults.
In children this pathology is diagnosed very rarely which often leads to its late verification and unplanned surgical
interventions aimed at tumor resection which at early stages is mistaken for a benign neoplasm. The main difficulties
are associated with non-specificity of the clinical presentation and the necessity of using immunohistochemical
and molecular methods for establishment of the final diagnosis.

The article describes a clinical case of diagnosis and treatment of epithelioid soft tissue sarcoma in a child; difficulties
of diagnosis associated with morphological verification and differential diagnosis of this tumor are presented, and efficacy
of combination treatment consisting of radical surgical intervention and adjuvant radiotherapy is analyzed.

Clinical case. A boy, 11 years old, with epithelioid sarcoma of the soft tissues of the right shoulder. For diagnosis, medical
history, clinical examination and instrumental methods - ultrasound, magnetic resonance tomography and computed
tomography of the thoracic cage and abdomen, scintigraphy and positron emission tomography/computed tomography
were used. Additionally, bone marrow biopsy to exclude systemic tumor advancement was performed. Treatment included
radical surgical tumor resection with defect reconstruction and subsequent adjuvant radiotherapy at the tumor bed.
Efficacy of the therapy was evaluated based on clinical data and results of dynamics in control examinations. No serious
complications were reported, local control was achieved, as well as good quality of life of the child in short-term
observation period.

Conclusion. The presented clinical case demonstrates difficulties of early diagnosis of epithelioid sarcoma in children,
adds to the current clinical base, and has practical value for improvement of management of patients of pediatric age
with rare tumors of the soft tissues.
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BeepeHue

BOnurennongHas capkoMa (DC) OTHOCUTCS K KpaifHe
PEIKUM 37I0Ka4eCTBEHHBIM OITYXOJISIM MSATKUX TKaHEH —
oHa cocTaBisieT MmeHee 1 % Bcex capkom. Yaiie Bcero
JTaHHAsI TTATOJIOTHSI BCTPEYaeTCs Y IIOAPOCTKOB M MOJIOIBIX
B3pOCIbIX. Y AeTell ee JUarHOCTUPYIOT KpailHe peako,
B CBSI3M C YEM OIMCAHME KAXKIOTO CIydast UMeeT O0JIbIIOE
3HaueHue [1—3]. OTmmuuTeabHO#i 0co0eHHOCThIO DC IB-
JISIETCS €€ CKIIOHHOCTD K JIOKAJTbHBIM PELIMANBAM M JIMM-
¢doreHHOMY MeTacTa3upoBaHuIo [4, 5].

CrnoxHoctu guarHOocTUKM DC 00yCIIOBIEHBI TeM,
YTO JJaHHASI OITyXOJIb YaCTO UMHUTHPYET JOOPOKAYCCTBEHHBIC
IIPOLIECCHI, TAKME KaK aTepoMa, (pacIuUT 1 KCAaHTOMATO3-
HbIE IOpaXXeHust Koxu [6, 7]. B cs13u ¢ atum ripu DC paH-
HUX CTaIWil HEPEIKO BHITTOIHSIIOT XMPYPIrUUIEeCKIE BMEIIa-
TEeJIbCTBA, ITOCKOJBKY HOBOOOpa30BaHME CUYMTACTCS
IoOpoKayecTBeHHBIM. MICTMHHAS MpHpoaa OITyXOJIu BbI-
SIBJISICTCSI JIUIID ITOCJIE MHOTOKPATHBIX TIEPECMOTPOB TUCTO-
JIOTUYECKMX TIPEIapaToB U MMMYHOTUCTOXUMUYECKOTO
(UTI'X) uccnemoBanusi |8, 9]. KiroueBbIM TMarHOCTHYECKIM
MapkepoM DC sgBisieTcs noreps sKkcnpeccun oenka INT1
(SMARCBI), uto BcTpevaeTcsl y IOTABJISIONIETO OOJIBIITIH-
CTBa MallMEeHTOB ¢ JaHHO# naTtoyiorueii [10].

PesynbraTel cCOBpeMEHHBIX UCCICI0BAHUI JEMOHCTPH -
PYIOT, YTO MCXOJI JICYCHUSI BO MHOTOM 3aBHCHUT OT KauecTBa
MIEPBUYIHOTO XUPYPTUIECKOTO BMEIIATeIbCTBA. TOJIBKO
paguKaJIbHOE UCCEUCHUE OITyXOJIU B IIpeIesiaX 3M0POBbIX
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TKaHEeH ITO3BOJISIET TOCTUYb JOJITOBPEMEHHOTO JIOKATBHO-
rO KOHTPOJIST Han 3a0oseBanueM [11, 12]. [pu MuHnMamb-
HOM BeIMYMHE OTCTYIIA WJIU HAIMYUH OITyXOJIEBBIX KJIETOK
B Kpasix pe3eKIINH IM0Ka3aHO IIPOBEACHNE aIblOBAaHTHOM
nyueBoit repanum (JIT) [13]. Busyamusupyioliye MeTombl,
TaKHMe KaK MarHUTHO-pe30oHaHCHas1 Tomorpadus (MPT)
u KommbioTepHas Tomorpacdus (KT), momoraroT yTo4HUTb
JIOKAJIM3AIIMIO OITYXOJIM U UCKITIOUUTH €€ CUCTEMHOE pac-
IIpOCTpaHEeHNEe, OMHAKO JIJISI OKOHUYATEIbHOM BepruduKa-
LIMY TMATHO3a HE0O0X0IMMO MOP(OIIOrTIeCKOe NCCIen0-
Banue [14, 15].

B mocienHme rogbl BHUMaHKE CIIEIIAAIMCTOB IIPH-
BJIEKAIOT MOJEKyJIsIpHble MexaHu3Mbl DC. YrpaTta INI1
OTKphUIA IIEPCIIEKTUBY IPUMEHEHUS TapTreTHBIX IIperapa-
TOB, B yacTHocTU nHrnouropa EZH?2 Tazemerocrara, Ko-
Tophlii B 2020 1. omoOpeH 11 IeYeHUS B3POCIIBIX U MO/~
POCTKOB cTapuie 16 JseT ¢ Hepe3eKTabelbHOM
WIM MeTacTaTUdeckKoil ¢opMoii 3aboseBanus [16, 17].
[lepBrIe KITMHUYIECKHE PE3YIBTaThl IIOKA3BIBAIOT, UTO IIpe-
mapar o0JiagaeT IprUeMIIEMbIM ITpodIeM 0e30ITaCHOCTH
1 MOXET CTaThb BaXXHBIM JOIOJIHEHUEM K CTaHIAPTHOI
tepanuu [18]. st meTeit STOT OIBIT MOKa OrpaHUYCH,
HO pe3yJIBTaThl OTAEJbHBIX MyOJIMKAIIWil ITOATBePKIAIOT
MePCIIEKTUBHOCTD BKIIIOYCHUS TAPTeTHOM Teparii B MHO-
TOLIEHTPOBBIE MPOTOKOJIHI [19].

Takum oOpa3oM, aKTyaJbHOCTh TeMbl O0YyCJIOBIE€HA
penkoctbio OC y meTeid, CIOXHOCTBIO ee nudhepeHIIn-
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aJIbHOM TMAarHOCTUKM ¥ OTPaHMICHHBIMUA BO3MOXKHOCTSI-
MM CUCTEMHOTO JIeUeHUSI TaHHOM TTaTtoorun. OnucaHus
KaXXIOro JOKYMEHTUPOBAHHOTI'O CIIydasi 3TOro 3a00JIeBaHUs
ITO3BOJISTIOT PACIIUPUTh 3HAHUS O KIMHUIECKNX OCOOEH-
HOCTSIX, TUITMYHBIX JUATHOCTHYECKIX OIMMOKAaX M BO3MOXK-
HOCTSIX Tepaluy 1 UMEIOT BBICOKYIO IICHHOCTD IS TTeIH-
aTpUUYECKONl OHKOJIOTUM, IIOCKOJIBKY CITOCOOCTBYIOT
¢dopmupoBaHUIO 00JIee YETKUX aITOPUTMOB IMAarHOCTUKU
M JICYEHMSI, a TAKKE CO3IAI0T OCHOBY TSI pa3pabOTKM HO-
BBIX TepaleBTUYECKUX cTpaTeruii [20—22].

Llenas paboThl — NpeACcTaBUTh TPYAHOCTU B BISIBICHUU
DC, cBsI3aHHBIE ¢ MOpdoOIOrnUYecKoil Bepudukamuein
u nuddepeHINaIbHON TUarHOCTUKOM 3TOM OITyXOJIH,
a TakKe ITPoaHaIM3UPOBaTh 3P(PEKTUBHOCTD €€ KOMIUIEKC-
HOTO JICYEHUSI, BKITIOYAIOIIETO PAIUKATbHOE XUPypruye-
CKOE BMellIaTeJIbCTBO U aabloBaHTHYIO JIT.

KnuHunueckun cnyyai

Maavuux, 11 1em. Becroii 2024 . enepevie 00HapyiceHo
HO8000pa3osanue npaegoii naeuegoll kocmu. Yepes Hekomopoe
8pems nossucs duckomghopm, pooumenu 0opamuaUcsy K ne-
duampy u xupypey no mecmy scumenscmea. Ilo dannsim yao-
mpa3eyko8oeo uccaedosanus (Y3H) msaexux mraneil npago-
20 naeya om eepana 2024 e. evisaerena HeoOHOpoOHas
KUCMO3HAs OKpYeaas CMpyKmypa pasmepom 8§ MM ¢ 4emku-
MU U POGHBIMU KOHMYpamul, moaujuroil 10 mm.

Pebenok nanpaenen Ha xupypeuvecKkoe neueHue no mecmy
acumenvcmea. B urone 2024 . 6 nnanosom nopsoke evinon-
HeHO ucceyeHue HOB00OPA308aHUS cpeOHell mpemu npagozo
naeua. Ilocaeonepayuonnslii nepuod npomekan y0oeiemeo-
pumenvro. Tucmonoeuueckoe 3axatouenue: HOOyAapHbLil hac-
yuum ? Mamepuan nanpaener 6 Hauuonanvrolii meouyuHcKuil
uccaedogamenwvckuii yuenmp um. H.H. Bbaoxuna oas nepe-
CMOMPA U UCKAIOHEHUsl 310Ka4ecmeeHH020 npoyeccd.

B aseycme 2024 2. ¢ HayuonanvHom meOuyuHcKom uc-
cnedogamenvckom yenmpe um. H.H. baoxuna @vinonneno
Y3U weiinvix aumpamuueckux y3108, MaeKux mKaHeil npa-
6020 naeva u op2anos bprouiHoil norocmu u novex. Ilpuznakos
peyuduga 3aboneeanus He oonapyscero. Ilo pezyromamam
nepecmMompa 2UcmoA02UYeCcK020 Mamepuana 8bla6aeHsl Kau-
HUYecKue U UMMYHOMOpQoaocuueckue npU3HAKU onyxoau,
6 HauboabUell cmeneHu COOM8emCcmayloujue UUeMU4ecKomy
gacyuumy.

B konye 2024 2. pooumenu 3amemunu y pebeHka yeeau-
YeHue obsema pyKu 8 Mmecme NOCAEONEPAYUOHHO20 pyoua u 06-
pamuauce K neduampy.

1lo danuvim Y3H maekux mraueil npagoeo nieua om de-
Kaobps 2024 e., 6vbinoaHeHHO20 NO Mecmy JcUmenbcmed, 8 npo-
eKyuu 8UOUMO20 YMOAWEHUSI HA HAPYICHOL NOBEPXHOCMU
npaesoeo naeua, 8 NPoeKyuL NOCAeonepayuoHHo20 pyoya 6ol-
61eHA NOOKONCHO-KUCMO3HAS 0Kpy2aas cmpyKmypa pas-
MepoM 7 MM C HemKUMU, POGHbIMU KOHMYPAMU, HeOOHOPOO-
Has (2unepIxoeeHHblil yeHmp 6HYmpU, 3aHuMarouui 6oree
noaosunsL npoceemay), agackyaprasn. Om Hee, no écell 6epo-

CapKoMbl KOCTel, MATKNX TKaHeN 1 ONyXONU KOXK

AMHOCIMU, OMX00UNA AHIX02EHHAs N0AOCKA (céuu) duame-
mpom 2 mMm u OAUHOU 5 MM.

Pebenky evinoareno nogmoproe xupypeuieckoe nevenue
no mecmy ycumenvcmea. lucmonoeuueckoe 3akaiouerue:
108eHUNbHAS KCaHmoepaHynema?

B cé53u ¢ nodo3peruem Ha 310Ka4ecmEeHHblil npolecc pe-
beHok HanpaeéneH Ha Koxcyabmauyuro 6 Mockosckuil obnacmmoll
OHKON02UMecKUll ducnacHep, 20e 6 aueape 2025 e. 8binoaHeH
nepecmomp eucmonozuieckoeo mamepuana. B noayuennom
2UCMOA0UHECKOM Mamepuane 00Hapyicer gpasmerm Koicu,
NOKDPbIMbLI HeU3MEHEeHHbIM SNUOEPMUCOM, 8 PeMUKYAAPHOM
cnoe 0epmbl U NOOKOICHOLL HCUPOBOLL KAemUamKe GblAGAEH POC
310KaYeCMBEHHOU Me3eHXUMANLHOU 8ePemeHOKACMOYHOL ONY-
xoau. Ilo danuvim HTX-uccaedosanus ycmanogaena IC duc-
manwroeo muna I11 cmenenu 3noxavecmeennocmu (no cucme-
me Hayuonanvrhoii gpedepayuu yenmpoe 60pvbvl ¢ pakom
(Fédeération Nationale des Centres de Lutte Contre le Cance,
FNCLCC)).

B Mockosckom obnacmuom oHKoA02U4ECKOM OUChaHce-
pe npogedeHo KoMnieKcHoe o0caedoganue, @KAOHarOUlee
penmeenosckyio KT opearnoe epydnoii kaemiu, paduonykaud-
Hoe uccaedogarue ckeiema, Yumoao2u4ecKoe Uccaedo8anue
xocmuoeo mozea u MPT msexux mxaneil naeua (puc. 1).
Jlannbix, ceudemenrbcmgyrOuux 0 HAAUMUU OMOAAEHHBIX
Memacmasos, noay4eHo He 0bL10.

Ha ocHoeanuu dauHbix nposedeHHo20 00CAe008aHUS
ycmanogaeH kaunuyeckuil ouaenos: C49.1, 3C maekux mra-
Heil npagoeo naeva, 11 cmadus TINOMO, G, 111 cmadus
no cucmeme Intergroup Rhabdomyosarcoma Study (IRS),
COCMosiHUe nocae HepaduKdaabHO20 XUPYPRUHECK020 NeHeHUs,
npodoadicernniii pocm onyxoau om 29.12.2024.

Takmuka danvHeilue2o neueus nayuenma oocyicoeHa
Ha KOHCUAUYMe ¢ yuacmuem paueil 0emcko20 OHKoA0UYe-
cKk0eo omdenenuss Mocko6ckoeo 061acmH020 OHK0A02UHECKO-
20 ducnancepa. Ilpunamo pewenue o nposedenuu nO8Mop-
Hoeo xupypeuueckoeo aeveHusi. B gespane 2025 e. pebenky
6bINOHEHA Onepayus — WUpoKoe ucceveHue nocaeonepayu -
OHHO020 pYOUa eOuHbIM OA0KOM C npuaexcauleli NOOKOICHO-
HCUPOBOLL KaemuamKoll u gacyueil niewa u ycmpaHerue
depexma c NOMOUbIO NAACMUKU MECHHbIMU MKAHAMU.

Pesynvmamet eucmonoeuueckoeo uccaedosarus noomaep-
Ounu ocmamoutbvle ouazu ONyxoau ¢ NepuHedpanbHoil UHEA-
3ueil, 8 Kpasx pe3eKyuu ONyxXoae8bix KAemoK 00HAPYICEHO
He ObLa0 (puc. 2).

B paduonoeuneckom omdenrenuu Mockoeckoeo obaacm-
H020 oHKon02UuYecKo2o ducnarcepa nposedena JIT 6 obseme
KOH@OPMHORO 004YUeHUs HA A0Jce YOaneHH020 HOB00OPA30-
BAHUS 8 CYMMApPHOIL o4azoeoli doze 45 Ip. Jleuenue peberok
nepetec y0061emeopumensho: OMmme4aiicb ymepeHHole Koic-
Hble peakyuu, He NOGAUAGUIUE HA NPOOOANCEHUE mepanul.
Dynkyus KoHeuHocmu Oblaa coxpanena, odujee cocmosnue
0Ccmaganocs cmaduabHbIM.

Ha momenm 3asepuienus neveHusi pebeHOK HAxX00UACA
6 cocmosiHuu pemuccuu. Tlo danHbIM KOHMPOABLHBIX 00CA€00-
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Puc. 1. MazHumHo-pe3oHaHcHas momozpagus obaacmu npasozo nieya om 18.02.2025: a — akcuanbHbil cpe3, T1-838eweHHoe u306paxeHue
C UCNo/Ib30BAHUEM CNUH-3X0 ¢ nodasneHuem xupa (T1 TSE FS) (mpaHcsepcanbHblli cpes, cepeduHa naeqa). B nepedHenamepansHoll NOOKoXHOU
Knemyamee onpedensemcs HeGOIbWAA 04G20804 30HA 2UNEPUHMEHCUBHO0 CUSHA/IA HA (HOHE YMEPEHHO20 YMOLeHUSA MASKUX MKaHel no xo0y
py6ua. MbiweyHble KOMNAapmMMeHMbl COXPaHEeHbl, KOPMUKAbHbIL KOHMYp Nae4esol Kocmu Yemkud, BHYMPUKOCMHbIX U3MeHeHul Hem; 6 — caeum-
manbHbili cpe3, T1 TSE. B cpedHell mpemu naeya su3yanu3upyemcs MoHKAs NOJ0COBUOHAS 30HA YMOWeHUs U HeOOHOPOOHOCMU N0 NoBepXHOCM-
Holi ¢hacyuu ¢ pacnpocmpareHuem Knepeou, Yemxo 0GopMAEHHO20 BHYMPUMbILIEYHO20 Y31a Hem. Kocmb 6e3 npu3HaKos decmpyKyuu, KOCMHO-
M0320800 cueHan 0bbI4HbIG. CoxpaHsemcs nosepxHOCMHoe ymoujeHue Maekux mkarel/pybua 8 npoekyuu nepedHesamepabHoL nosepxHocmu
nneya, 6e3 gos/eyeHus anyboKol Gacyuu u Mbiybl. KOpmuKanbHas nAGCMUHKA U CYCMABHbIe KOHUbI BU3YAbHO UHMAKMHbI

Fig. 1. Magnetic resonance imaging of the right shoulder from 18.02.2025: a - axial section, T1-weighted, turbo spin echo pulse sequence with
fat suppression (T1 TSE FS) (transversal section, middle of the shoulder). In the anterolateral subcutaneous tissue, a small focal area
of hyperintense signal against the background of moderate thickening of the soft tissues along the scar is observed. Muscle compartments are
preserved, cortical contour of the humerus is sharp, no intraosseous changes; 6 — sagittal section, T1 TSE. In the middle third of the shoulder
a thin line-like area of thickening and heterogeneity along the superficial fascia with anterior growth is observed, no sharply defined intramuscular
node. Bone without signs of destruction, spinal signal is normal. Superficial thickening of the soft tissues/scar in the projection of the anterolateral
surface of the shoulder remains without involvement of the deep fascia and muscle. Cortical plate and joint ends are visually intact

Puc. 2. [ucmonozauyeckoe uccnedosaHue yoaneHHoz2o mamepuand. B npenapame — ¢ppazmeHm Koxu ¢ CoXpaHHsIm anudepmucom. B depme u nod-
KOXHOU Knemyamke onpedensiemcs UHGUAMPAaMUBHO pacmywas onyxo/b, COCMOAWAs U3 BepemeHOBUOHbIX U 3NUMeNUOUOHbIX K1emok, ¢op-
Mupytouwux conudHsle noas u maxu. Onyxonessle Knemku KpynHsie, C 303UHOGUAbHOL YuMonaasmod, Be3UKYNAPHbIMU A0PAMU U KPYNHbIMU
A0pbIuKamu. BoipaxeH knemoyHsil u A0epHsil nonumopguzm. Mumomuyeckuli uHOeKc sbicokuli — 00 25-30 mumo3os 8 10 nonsx 3peHus (%40),
BKAI0YAA amunuyHble guzypsl. 06WUpPHbIe NOAA KOG2YAYUOHHO20 HeKPO3a cocmassaom okono 60 % niowadu onyxonu. B cmpome — numgo-
nAa3mMoyuMapHas UHgUILMpayus, ckaepos, HoB006PA308aHHbIE COCYObl. Pe3yibmamsl UMMyHO2UCMOXUMUYECKO20 ucciedosarus: Pan-CK+,
anumenuansHbili MmembparHsitd aumuzeH (EMA)+, CD34-, SOX1-, ymo coomsemcmayem 3numenuoudHol capkome. 3akaodeHue: 3numenuouo-
Has capkoma, ducmanbHeili mun, G, (8bICOKAA CMeneHb 3/10Ka4ecmseHHOCMU no cucmeme HayuoHanbHoll hedepayuu yermpos 60ps0bl ¢ paKom
(Fédération Nationale des Centres de Lutte Contre le Cance, FNCLCC)

Fig. 2. Histological examination of the resected material. A skin fragment with preserved epidermis. In the derma and hypoderm, infiltrating
tumor consisting of spindle-like and epithelioid cells forming solid fields and strands is observed. Tumor cells are large, with eosinophilic cytoplasm,
vesicular nuclei and large nucleoli. Cellular and nuclear polymorphism is evident. Mitotic index is high: up to 25-30 mitoses in 10 fields of view
(*40) including atypical figures. Large fields of coagulation necrosis make up about 60 % of tumor area. In the stroma, lymphoplasmacytic
infiltration, sclerosis, newly formed blood vessels are visualized. Results of immunohistochemical analysis: Pan-CK+, epithelial membrane antigen
(EMA)+, CD34~, SOX1- which corresponds to epithelioid sarcoma. Conclusion: epithelioid sarcoma, distal type, G, (high-grade per the Fédération
Nationale des Centres de Lutte Contre le Cance (FNCLCC) classification)
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BAHUIL NPUSHAKOE PeUUOU8d UAU NPOSDECCUPOBAHUs 3a001e-
eanus He eviaecaeno. Ilayuenm nepeseden na ducnancepHoe
dunamuueckoe Habno0eHue 0emckoeo onkonoea. Ha momenm
HANUCAHUSA CMamovU OAHHBIX, CEUOCMENbCIMBYIOUUX O Pelil~
duge, He NOAYHEHO.

06cyxaeHune

DnUTeIMONIHAS CapKoOMa OCTaeTCsS OTHOM M3 Hau-
0oJree CIOXHBIX IS JMAaTHOCTUKM OITyXOJIei MSITKMX TKa-
Heil, ocobeHHOo y neteil. HecMoTpst Ha TO 4TO J0JIs1 3TOTO
BapuaHTa B CTPYKType capKoM KpaiiHe Majia, UMEHHO
pPenKOCTh 3a00JIeBaHUS 1 CXOXKECTh C TOOPOKAYECTBEHHbI-
MM TIpOLIeCCaMU YaCTO CTAHOBSTCS IMIPUYMHAMHM THArHO-
cTHYeCcKUX omnoox [1—3]. B mpencraBieHHOM KIMHIYE-
CKOM CllyJ4ae OIyXOJIb IIePBOHAYAIBLHO TPAKTOBaJIach
KakK n1o0poKayecTBEeHHOE 0O0pa30oBaHUE, UTO COIJIacyeTcs
C TaHHBIMHU JTUTEepaTyphl: IMpu DC paHHUX CTaIU HEKOP-
PEKTHBII AMAarHO3 yCTaHABIMBaIOT puMepHo 70 % nanu-
€HTOB, I OHM ITOABEPTalOTCs BMEIIATEILCTBAM, HE COOT-
BETCTBYIOIIIMM IIPMHIIAIIAM J€YSHHUS] OHKOJIOTHMIECKUX
3aboneBanuii [4, 5].

Mopdonornaeckast Bepudukamnms DC mpeacTaBisieT
0CO0YIO CIIOKHOCTh. XapaKTepHasi 111 Hee KOMOMHALIUSI
SIUTETNATBHBIX ¥ ME3eHXMMAJIbHBIX TIPU3HAKOB ITPUBOIUT
K TOMY, 9YTO HEpeIKO MX paclieHUBAIOT KaK JOOpoKade-
CTBEHHbIE PEAKTUBHBIE TIpo1iecchl ((hacuuT, TpaHyIemMa)
WU APYTHE TUIIBI capKoM [6—8]. B Takux ycI0BUSIX IIPUH-
HunuaabHoe 3HaueHue umeer MI'X-aHanus, mo3Bosisito-
1M BBISIBUTH yTpaty aKcrnpeccuu 6enka INI1, a Takxke
HaJau4yKre TaKux MapkepoB, kKak CD34, nuutokepaTHHBI
U SIUTETUaIbHBIN MeMOpaHHbIi antureH (EMA) [9—11].
B Hamem HaOM0A€HUU TOJIBKO T10C/IE TIOBTOPHOTO Iepe-
CMOTpa IpernapaToB U MpoBeAeHUs paciiupeHHoro MI'X-
HCCIIeOBAHNS YIAJIOCh YCTAHOBUTH OKOHYATEIbHBIN T1a-
THO3, YTO ITOAYEPKMBACT BaXXHOCTh IIPUBIICYCHUS
pedepeHCHBIX LIEHTPOB.

Kmuandeckoe Teuernre DC oTImyaeTcs MeIJIeHHBIM
POCTOM IIEPBUYIHOTO OYara Ipu OTHOCHUTEJIBHO BBEICOKOI
BEPOSITHOCTU JIMM(OTeHHOTO MeTacTazupoBanus [12, 13].
HMMeHHO nopaxxeHne permoHapHBIX TNM(aTUISCKUX y3-
JIOB, TIO TAHHBIM KPYITHBIX CEPUI UCCIIEIOBaHUIA, BCTPE-
YyaeTcs 3HAYUTEILHO Yallle, YeM IIPU IPYTHX THUIIAX CAPKOM,
W HaTIpSIMYIO BIUsIeT Ha TporHo3 [14, 15]. I1pu aTom TOY-
HBIX TAaHHBIX O YaCTOTE JTUM(POTEHHOTO pacIpOCTPaHEHMS
y IeTelt MaJlo, YTO CBSI3aHO C PEIKOCThIO aTojoruu. On-
HaKO yXe MMEIOIIrecs] HabMIOIeHUS TTOATBEePKIAIOT He-
00XOOMMOCTh OIIEHKM PETMOHAPHBIX JUM@aTHIeCKIX
y3JI0B U JMHAMHUYECKOTro KoHTpous [16, 17].

OcHOBHBIM MeToIOM JiedeHHsT DC ocTaeTCs paaTuKalib-
HOE XMPYPIUIecKoe yaajJeHNe OIyXOJIu B IIpeaeiax 300-
poBbIX TKaHel [18, 19]. [1o maHHBIM JTUTEPaTyphbl, UMEHHO
ITOJIOKUTEIbHBIC MM MIHAMAJIbHBIC XUPYPIUIeCKUe Kpast
PEe3eKILNHU SIBJISIIOTCSI OCHOBHBIM (PaKTOPOM pHCKa pas-
puTHs peumnuBa [20]. B mpencraBiaeHHOM Cilydae yaaaioch
JMIOCTUYh OTPHUIIATEJIBHBIX KPAaeB Pe3eKIIMKU, HO ¢ MUHM-
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MaJIbHBIMH OTCTYIIAMU, YTO ¥ OTIPEACIIIO HEOOXOMMMOCTh
nposeneHus agbioBaHTHOI JIT. Takoit moaxon coOTBeT-
CTBYET COBPEMEHHBIM PEKOMEHAAIIUSIM MEKIYHapOTHBIX
1 HAalIMOHAJIbHBIX OHKOJIOTUYECKUX 001IecTB [21—23].

JlyyeBast Tepamnus siBasieTcsl 00s13aTeIbHBIM KOMIIO-
HEHTOM JICYCHUS B CAyJasix, KOTIa XUPyprudeckoe BMe-
IIATeILCTBO OBLII0 HEPaIUKAJIbHBIM, a TAKXKe IIPHU pa3BU-
TUM PELUIMBOB WM BBICOKOM PHCKE JOKaJIbHOTO
IIPOrPeCCUPOBaHU.

CoBpeMeHHbIe MeTOIbI KOH(MOPMHOTO 00IydeHUs T10-
3BOJIAIOT JOCTUYD BLICOKHUX 103 B 30HE OIYXOJIEBOTO JIOXKa
IIPpY MUHUMAJIbHOM ITOBPEXICHNH OKPYKAIOIINX TKaHEeH,
YTO OCOOEHHO BaXXHO y AeTei [24, 25]. B HameM Habmi0-
JIEHUU MCTIONb30BaHe CYMMapHO 04aroBoii 1036l 45 Ip
obecrieunsio 3aBepliieHre Kypca 0e3 3HaUMMBbIX OCJTOXKHE-
HUIA, 9YTO COTJIACYeTCsI C ONMYOJIMKOBAaHHBIMHU JaHHBIMHU
o nepeHocumoctu JIT B menuatpuu [26].

Cuctemnas Tepanust DC ocTaeTcst IMCKyTaOeIbHOIM.
Pesynbrathl psima uccieoBaHU IOKA3bIBAIOT OrpaHMYCH-
HYIO YYBCTBUTEIBLHOCTD OITYXOJIM K CTAHOAPTHBIM PEXK1-
MaM XMMHUOTEPaIiy, UCIIOIb3YeMBIM TP CapKOMax MsIT-
KHX TKaHei, 0COOCHHO Y MaIlMeHTOB C METaCTAaTHYCCKUM
mpouieccoM [27, 28]. OmHaKoO BHEeIpEeHNE TApreTHOM Tepa-
MU, B YacTHOCTH MHruouropa EZH?2 tazemeTocTara, Ccy-
IIECTBEHHO M3MEHUJIO TIEPCITEKTUBEI JICYCHUS IIOAPOCTKOB
1 B3POCJIBIX MMAIIMEHTOB ¢ 3ToM naTojorueit [29—31]. Ilep-
BBIE PE3yJIbTaThl IPUMEHEHMS JaHHOTO IIperapara JeMOH-
CTPUPYIOT €r0 KIMHNYECKYIO 3¢ (GEKTUBHOCTD TIPU TPU-
emyieMoM Tipoduiae ToKcuIHocTu. HecMoTpst Ha ToO,
YTO OIBIT MCITOJb30BAaHMS Ta3eMETOCTaTa y AeTeil IToKa
MHHHMAJICH, B TIEPCIEKTUBE 3TOT IOAXOI MOXET OBITh
WHTETPUPOBAH U B MEAMATPUIECKYIO IPAKTUKY [32].

BaxxubiM acriekToM BeneHUs naneHToB ¢ DC aBis-
€TCsl IIMTEbHOE HAOIIoNeHWeE 3a maureHTamu. M3BecTHO,
YTO PEUUIUBHI 3TON OITyXOJM MOTYT BO3HUKATH CITYCTS
TOJIBI ITOCJIE 3aBEPIICHUS JICYCHUS, IYTO TPEOYET PEryIsip-
HOTO TMHAMMYeCcKoro KoHTpoJis [33, 34]. BkmoyeHue co-
BPEMEHHBIX METOIOB BU3YaIM3allM, B TOM YHCJIC TTO3U-
TPOHHOII 3MUCCHMOHHON TOMorpaduu, COBMEIIeHHOM
¢ KT, B npoTokoJ1 Hab/t0AeHUS IT03BOJIUT CBOEBPEMEHHO
BBISIBJISITH POTpeccupoBaHue 3a0oeBanus [35].

Takum oOpa3oM, peacTaBISHHbIN cllydail mogYepKu-
BaeT HECKOJIbKO KITIOYEBBIX MOMEHTOB. Bo-nepBeix, DC
y IIeTeil MOXET JITUTEIBHOE BpeMsI MaCKMUPOBATHCS IO 10-
OpoKauecTBEHHbIE IPOLIECCHI, YTO TPeOyeT OT KIMHULIMCTOB
0O0JIBIION HACTOPOXKEHHOCTU. BO-BTOPHIX, OKOHYATEIBHOE
YCTaHOBJICHME AMarHo3a HEBO3MOXKHO 0e3 IPOBEICHUS
pacIIMpeHHOTo MOP(MOIOTUIECKOTO M UMMYHOTHUCTOXU-
MHYECKOTO HCClIenoBaHUil. B-TpeTbux, onTuMaabHEIE
pe3yJIBTaThl BOBMOXHBI TOJIBKO MPU IMPUMEHEHUN MEX-
TUCIUILIMHAPHOTO ITOAX0a, IIPEAIIOIaTraloero B3anMo-
JIEWCTBHE XUPYPTroB, MAaTOMOP(HOIOTOB, PAIMOIOTOB U OH-
kosnoroB. HakoHel, nmepcrnekTuBsl JieueHUsT DC CBSI3aHbI
C pa3BUTHEM TAapreTHOI Tepaluyu U BO3MOXHOCTBIO €€
WHTETPALINU B IETCKYIO OHKOJIOTHIO.
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3aknoueHue

IIpencraBiaeHHbIN KIMHUYECKUH Clydail ITOKa3bIBaeT,
HACKOJIbKO CJIOXHO pacro3HaTth DC y neteil. Onyxoub
JIOJITOE BpeMsl UMUTHpPOBaJia J1oO0poKauyecTBeHHOe 00pa-
30BaHUE, 1 TOJIBKO ITOBTOPHBIE MOP(OIOTNUECKUE HC-
cienoBaHus ¢ paciuupeHHbIM MI'X-uccaegoBaHueM 1o-
3BOJIMJIM YCTAHOBUTH IPaBUJIBHBIN AUArHo3. BDTO
yYKa3bIBaeT Ha TO, YTO MPU JII000 COMHUTEIbHON KIIMHU-
YeCKON KapTUHE Bpauyy Ba’KHO COXPaHSITb OHKOJIOTUYE-
CKYI0 HAaCTOPOXXEHHOCTb M 00pallaThCs B CIELUATU3UPO-
BaHHbIE LIEHTPHI.

JleueHue noTpedoBaI0 KOMILUIEKCHOTO IIOAX0Ja — pa-
JMUKAJIbHOTO XMPYPrMYeCKOro BMEIATENbCTBA B COYETAHUN
¢ JIT. UmeHHO Takasi cTpaTerus o3BoJinjia JOOUThCS JIO-
KaJIbHOTO KOHTPOJIS Hall 3200JIEBAHMEM Y CO3M1aTh YCIOBUS
IUISL AajIbHeIero HaboAeHUS 3a peOeHKOM.
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Takum obpazom, DC mpeacraBisieT COO0M PeAKYIO
U TPYIHO JUArHOCTUPYEMYIO 3JI0KAYECTBEHHYIO OITyXOJIb
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YaJIbHBIX JUaTrHOCTUYECKUX OO0k, KimoueBbIM (hakTo-
POM YCIIEIIIHOM AMarHOCTUKU JaHHOTO HOBOOpa3OBaHUS
SIBJISIETCST IPUMEHEHNE KOMITIEKCHOTO MOP(hOJIOTIIEeCKO-
ro MCCIEIOBAHUS C 00S3aTEJIbHBIM MCIIOJb30BAHUEM
HUT'X-MmeTomoB, BKiIoyast olieHKY aKcrpeccun Pan-CK,
EMA, CD34 u norepu a3kcrpeccru 6enka INI1 (SMARCBI).
OrnrruManbHasg crparterus gedeHns DC y mereid 3aKioda-
€TCsl B IPUMEHEHUN MYJIBTUIUCLIMIUIMHAPHOTO MOIX0/1a,
BKJIIOYAIOIIETO PaAMKAIbHOE XUPYPIrMUECKOE UCCEUEHUE
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anbroBaHTHOM JIT npu HanMuMKM HeOJAronpUsITHLIX ITPO-
THOCTUYECKNX (DAKTOPOB.
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