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AHrnocapkoma npefcrasnser co6oil pefKoe 310KayecTBeHHoe HOBOOOPa3oBaHue, pa3BMBaloLIEeCs U3 IHAOTENUANbHBIX
KJIETOK U CNoco6HOe nopaars 1l06ble TKaHWU 1 OpraHbl, HO Hanbonee YacTo — KOXHbIA MOKPOB roNoBsl U Wwen. [laHHas
OMyX0/b XapaKTepu3yeTCs arpecCuUBHbLIM TEYEHUEM M PAaHHUM FE€MATOreHHbIM METacTa3upoBaHUeM, YT 06yCNOBAMBAET
HebNaronpusTHbIA NPOrHo3 3a601eBaHNs, a TaKKe He0HXOAUMOCTb ANArHOCTUKM 3TOI NaTONOMMK Ha HayasbHbIX CTafMUAX.
PaHHee BbifiBNEHME AHTUOCAPKOM ABASETCA AOBONLHO TPYAHOM 3afayet B CBA3M CO CIOKHOCTbIO AUddepeHunanbHoil
AMArHOCTMKM U YCTAHOBEHUSA NaTOMOP(HONOrMYECKOro ANarHosa.

B cTaTbe npeacTaBneH KNMHUYECKMI Clydait NeyeHns MEeCTHO-PacnpoCTPaHEHHOMN aHrMOCAPKOMbI KOXM JINLA U BOSIOCUCTON
4acTy ro/IoBbI, AEMOHCTPUPYIOLMI arpeCcCMBHOCTL 3TON PEAKOM ONYX0JMU U aKTYaNbHOCTb ee paHHe AUarHoCTUKM.
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Angiosarcoma is a rare malignant neoplasm that develops from endothelial cells and can affect any tissue and organ,
but most commonly the skin of the head and neck. This tumor is characterized by aggressive progression and early
hematogenous metastasis, which leads to an unfavorable prognosis and underscores the importance of diagnosing this
pathology at its early stages. Early detection of angiosarcomas is quite challenging due to the complexity of differential
diagnosis and establishing a pathomorphological diagnosis. The article presents a clinical case of treatment for locally
advanced angiosarcoma of the facial skin and scalp, demonstrating the aggressiveness of this rare tumor and the relevance
of its early diagnosis.
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BeepeHue

CapKOMBI IIPEJCTABISIOT COOOI PENKYIO U TeTEPOreH-
HYIO ITPYIITY 3710Ka4eCTBEHHBIX OITyXO0JIEH ME3eHXMMATLHOTO
MPOMCXOXIEHUS U COCTaBJISIOT MeHee 1 % Bcex 3/10Kaye-
CTBEHHBIX HOBOOOPA30BaHMIA y B3pOCIIBIX U ITpuMepHO 10 %
y gereii. [TpubausurenbHo 80 % HOBBIX CAPKOM BO3HMKAIOT
B MSITKUX TKaHSIX, OCTaJIbHbIE — B KOCTSX [1].

o xnaccudukanym BeeMupHoii opraHA3amm 31paBo-
oxpaHeHMs BeIIensioT 6osee 100 pa3TMUHBIX THCTOIOTHYE-
CKUX TTOITUIIOB HOBOOOPpA30BaHMI MATKMX TKaHei [2].

AHTHMOCapKOMBI — IPYIITIa arpeCCUBHBIX OITyXOJICii, BO3-
HMKAIOIINX 13 KPOBEHOCHBIX W TMM(MATHIECKIX COCYIOB.
OHU cocTaBISTIOT 0KOJIO 15 % BCcex capkoM TOJIOBHI U 11IEU
u 1 % Bcex capkoM MTKux TKaHei [3—5]. HauGosnee yacto
AHTMOCApPKOMBI BCTPEYAIOTCS Ha KOXE TOJOBHI U JIMIIA.
ITo manubiM 6a3b1 The Surveillance, Epidemiology and End
Results (SEER), B nepuoxn ¢ 1973 1o 2007 . 3aperucTpupo-
BaHO 434 KOXHbIe aHTMOCapKbI, 13 HUX okosio 300 (72 %)
JIOKAJIM30BaJIMCh B 00J1aCTH TOJIOBBI U 1Ien [6].

AHTHOCapKOMBI TOJIOBHI U IIIeH, KaK IIPaBUJIO, BO3HM-
KaloT y TTOXKWJIBIX JTI0Aei (CpemHUii BO3pacT MalueHTOB —
oT 65 1o 70 JieT) U IMopaXaloT B OCHOBHOM JIMLI MYKCKOT'O
mojia (COOTHOIIEHNE MYXYMH 1 XeHuH — 2:1) [5—11].
ITo maHHBIM pa3HBIX aBTOPOB, JIydeBast Tepamnus (00 IydeHue
00J1aCTH JIMLIA WM KOXU roJIoBbI) IpoBeaeHa 5—20 % mna-
LIMEHTOB C JaHHOI matosiorueti [8, 9, 12]. CortacHO JTaHHBIM
JINTEPaTyPhl AHTUOCAPKOMBI XapaKTePU3YIOTCSI BApHadeTb-
HBIMU J1e0I0TaMM M KJIIMHUYECKUMU MPOSIBICHUSIMU [4],
B CBSI3M C YeM BO3HHMKAIOT CJIOKHOCTH B IyichpepeHIIMATBHON
JTMarHOCTHKE.

Ilo naHHBIM pa3HBIX aBTOPOB, OOIAST 5-JIETHSISI BbI-
XKMBAaeMOCTb ITALIMEHTOB ¢ aHTHOCAPKOMOM KO 001aCTH
rosioBbl 1 mer BapeupyeT ot 10 10 54 % [13—18]. CornacHo
6a3e SEER B nepmon ¢ 1973 o 2007 . 5- 1 10-J1eTHSIST BBI-
XKUBaeMOCTh 133 OOBHBIX C aAHTHOCAPKOMOI KOXKM TOJIOBBI
U 1eu coctaBuia 34 u 14 % cootBeTcTBeHHO [6]. Hanbonee
BaXKHBIMU ITPOTHOCTUICCKUMU (haKTOpaMU BBKMBACMOCTH
NaWEHTOB C JAHHOM MATOJIOTUEN SBJISIIOTCSL pa3Mep OITy-
xomu (<5 cM B [uaMeTpe) ¥ BO3MOXKHOCTB €€ TIOJTHOTO ya-
nerus [19]. K dakropam HeOIaromnpusaTHOTO IIPOrHO3a
OTHOCSITCS ANUTSIUONTHOKICTOUHAsT Mopdoorus [19]
1 Bo3pacT crapiie 70 jet [20].

[lepBOHaYaIbHO AHTHMOCAPKOMBI IIPOSBIISIOTCS BO3-
HUKHOBEHHEM KPaCHOBATHIX, CUHIOIIHBIX WIIN (PUOJIETO-
BBIX IISITEH ¢ HeYeTKUMHU rpaHuiiaMu. [1o mepe mporpec-
CHPOBaHMSI HOBOOOPA30BaHME MOXET JOCTUTATh KPYITHBIX
pa3MepoB C MOSIBIIEHUEM Y3J10B 1 Oj1sa1ek [21—23]. B cBg-
31 ¢ 3TUM JuddepeHranbHas JMarTHOCTUKA MOXKET BbI-
3bIBaTh TPYAHOCTH, MOCKOJbKY MOXOXWE MPOSIBACHUS
XapaKTEePHbI U IJI51 PYTUX KOXHBIX 3a00JIEBaHUM, TAKUX
KaK 3pUTeMaTo3, po3aliea, HacJIeACTBEeHHBI aHTMOHEB-
POTHYECKUI OTEK JINIIA K BeK, capkoma Karrorm v reMaH-
ruoma. 3a4acTyIo IMallMeHThl CHavYajla 00paIarTCs K aIep-
MAaTOJIOTaM.

CapKoMbl KOCTel, MATKNX TKaHeN 1 OMyXONU KOXK

Jl1s1 ycTaHOBJIEHMSI IMAarHo3a TpeOyeTcsl TUCTOI0I -
YyecKoe HMCcCIedoBaHMe OMOIITaTa IMOpPaXeHHON KOXU
¢ UIMMYHOTHCTOXMMUYECKIM HCCIenoBaHreM. BbIcoKo-
mnddepeHIMpPOBaHHAS aHTHOCAPKOMAa TUCTOJIOTUYECKH
IIpeACTaBIeHa aHACTOMO3UPYIOIINMU COCYIUCTHIMU IIPO-
CTPAaHCTBaMU, BBICTJIAHHBIMU OJHUM WJIA HECKOJbKAMU
CJIOSIMM SHAOTEIMAIBHBIX KJIETOK C MpU3HAKAMU TUTIeP-
XPOMUU 1 YBEJIMICHMS SIIEP, B CBSI3U C YEM €€ MOXKHO Ol -
OOYHO MPUHSTH 32 TEMAHTMOMY WY TMMaHruomy [24, 25].
HuskonuddepeHmnpoBaHHas aHTHOCapKoOMa COCTOUT
MMPEUMYIICCTBEHHO M3 BEPETEHOOOPA3HBIX OITyXOJIEBBIX
KJIETOK, M3-3a Yero €€ MOXHO CIIyTaThb C aleHOKApIIUHO-
MOt M1 6eCITUTMEeHTHOI MeJlaHOMOi1 [25].

B ¢Bs131 ¢ peaKOCThI0 aHTMOCAPKOM JaHHBIX 00 3TOM
3a001eBaHUH (KpOME OITMCAHMS CepUN KIIMHUIECKUX CITy-
4yaeB), Ha OCHOBE KOTOPHIX MOXKHO JIaBaTh PEKOMEHIAIINI
10 JICYEHMIO aHTMOCapKoM, MaJio. B cirydae pesekTabesib-
HOCTH OITyXOJIM HEOOXOAWMO BHITIOJHATh paguKalIbHOE
XHUPYPruyeckKoe JICUeHUE C YUCTOTOM KpaeB Pe3eKIIMH.
IMoutn It BCceX MAaIIMEHTOB, KOTOPBIM IPOBOIUTCS XU-
PYPruyecKoe BMEIIaTeIbCTBO, PeKOMEHIOBAaHA IIPe/l- WU
rocJieonepaloHHas iydeBas Tepanus. DPGeKTUBHOCTD
aIbIOBAHTHOM WJIM HEOATbIOBAHTHOU XMMOTEPAIIAU IIPHU
pe3ekTabe/IbHbIX aHI'MOcapKoMax A0 cux Imop HesicHa. [1a-
LIMEHTaM C METAaCTaTUIECKUM ITOpaXXeHUeM WU He IO~
JIeXKAIIUM OTIepalliy MOXHO Ha3HA4yaTh JIEKAPCTBEHHOE
JICYeHNE 1/WIN JIydeBYyIO Tepanuio. [lepBoii 1nHMe Je-
YeHMST KOKHBIX aHTHOCAPKOM SIBJISIETCSI MOHOXMMMOTEPa-
MKST TAKJIMTAKCEJIOM B exXeHeneIbHOM pexume [26]. Cro-
AT OTMETUTh, YTO B IPEACTABICHHOM HaMM HUXE
KJIMHUYECKOM CJIy4ae CaMbIi TUTEIbHBIN IMOJTOXKUTETbHBIA
3¢ deKT 0OTMEYeH UMEHHO IIPH IIPUMEHEHNH TaHHOI CXeMBI
neyenus (4,5 mec). B uccnenoBanuu 11 ¢pazer M. Agulnik
U COAaBT. y 32 IMalieHTOB C METAaCTaTUYECKUMU, MECTHO-
pacIpoCTpaHEHHBIMHM aHTHOCAPKOMAaMU WJIM SITUTEIH-
OMIHBIMYM T€éMaHTHOHIOTEIMOMAMHM HCITOJIB30BAIN OeBa-
mu3yMad. ¥ 4 6onbHBIX (Y 2 — C aHTMOCapKOMaMUH
y 2 — C ANUTeTUONIHBIMU TEeMAHTHOIHIOTEIMOMAMM) Ha-
omomancst yactuuHblii otBeT (17 %), B 50 % ciayyaeB —
crabuian3anus 3a0071eBaHUsI CO CPEIHUM BpeMEHEM OO0
nporpeccupoBaHust 26 Hex [27]. B MHOrOLieHTpOBOM paH-
nmomusupoBaHHoM uccnenoBanuu I ¢pazsr ANGIOTAX-
PLUS oneneHa 3¢ GeKTUBHOCTH €XXEeHEAESTBHOTO TIpreMa
nakauTakceaa B go3e 90 Mr/m? (BHYTpUBeHHO B 1, 8
U 15-1 gy 28-1HEBHOIO LIMKJIA B TeYEHUE 6 LIMKIIOB) CO-
BMECTHO ¢ GeBanm3ymMadbom B mo3e 10 Mr/kr (BBOOWMIM
Kaxnble 2 Hed) uiau 0e3 Hero y 50 mauueHTOB ¢ MeTacTa-
TUYECKUMH WIN PamMOMHAYLIMPOBAHHBIMM aHTHOCAPKO-
Mamu. Panee 16 GOJIBHBIX yxKe ITOJIyYaId JEKAPCTBEHHOE
JIeYeHMe aHTpaUMKJIMHAMU. MeauaHa HaOIl0AeH!S CocTa-
Buna 14,5 mec. JlobaBneHue 6eBann3ymadba He TIPUBEIIO
K YJIYYIIEHUIO Pe3y/IbTaTOB Tepaluu yepe3 6 mec (OTBET
Ha jeyeHue — 57 % npotus 54 %), yBeIUMYEHUIO MeIUaHbI
BBDKMBAEMOCTHU 0€3 TIPOrpecCUpPOBaHUS WM ITOKa3aTeseit
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obmieli BepkuBaemoctu (15,9 mec mporus 19,5 mec) [28].
B mynerunientpoBom uccienoBanuu I1 ¢paszer OER-073
n3ydyasgach 3(pPpeKTUBHOCTh NMPUMEHEHUS Ma3onaHuba
y 22 IMalMeHTOB ¢ aHTMocapKoMaMu. 3aperucTpupoBaH
1 (3 %), yacTMUHBIN OTBET; MOKa3aTeb KIMHUIESCKOMU
I10J1b3bI (BKJIIOYASI ITOJIHbIM, YACTUYHBIA OTBEThI U CTA0M -
Jn3anuio 3aboneBanus) cocraBui 48 %. CTOUT OTMETUTD,
YTO KIMHUYecKast 3¢ (PeKTUBHOCTh ObLIA BBILIE Y MALlEH-
TOB C AaHTMOCAPKOMAaMHM KOXU. MenuaHa BbKMBAEMOCTH
6e3 TmporpeccupoBaHus coctaBuia 14,4 Hen, 3-mMecsaaHast
BBDKMBAEMOCTh 0e3 IporpeccupoBanus — 54,6 % (95 %
JIOBepUTEIbHbIA uHTepBal 36,0—82,9). Takum oGpa3oMm,
aBTOPBI IIPUIILIM K BEIBOLY O BO3MOXHOM MCII0JIb30BAHUK
rmasonaHnba y maluyeHToB ¢ aHrmocapkomamu [29].

Hwuxe mpeacraBieH KIMHUYECKU CIydail JIedeHUs
MECTHO-PAaCIIPOCTPAHEHHON aHIMOCAPKOMBI KOXU JIMLIA
M BOJIOCUCTOI YaCTH FOJIOBBI, IEMOHCTPUPYIOIIUIA arpec-
CUBHOCTB 3TOU PEIKOM OITYXOJIU U aKTyaJIbHOCTb €€ PaH-
Hel IMarHOCTUKU.

KnuHuyeckuin cnyvai

IHayuenm 3., 1962 200a poocdenus, obpamuacs
6 Mockoeckuii Hay4HO-UCCAe008aMEAbCKULE OHKO0A02UHECK U
uncmumym um. I1.A. Iepuena — ¢uauan Hayuonanvnoeo me-
OULUHCK020 UCCAe008AMENBCKO20 YeHMPa PAdU0A0UL 8 Mae
2023 e. ¢ nodospeHuem Ha AH2UOCAPKOMY KOJCU AULA.

B aseycme 2021 2. 60avHOlU ommemun NOKPACHeHUe
6 nepuopOUMAanbHoL 06AACMU CRPABA ¢ OanbHelluUM pacnpo-
cmpaneHuem Ha okpyxcaroujue mxanu. Iloayuun koncysvma-
YU peeMamonoea — CUCeMHblil npouecc uckawue. B cen-
msbpe 2022 e. obpamuacs Kk 0epmamonoey; npogederHa OUONCUs
KojicU, YCmanoeaeH QUacHO3 <IPUMeMamos», Ha3Ha4eHbl Me-
muanpeonu30401 6 0o3e 16 me/cym u eudpoKcuUxa0poXuH
8 doze 200 me/cym. Ilocae 1 mec mepanuu yayvuienus He om-
Me4eHo, 6 853U ¢ eM O0AbHOU CAMOCMOAMENbHO OMMEHUA

npenapamot. C Konya sneaps 2023 e. nayuenm cman omme-
uame npoepeccuposariie npoyecca Ha Koxce auya. B mapme
2023 2. obpamuncs k depmamonoey 6 Ilepeuiii Mockosckuii
eocydapcmeenHblil meouyunckuil ynugepcumem um. .M. Ce-
uenoga. Ilpu ocmompe — GvipaNCEHHAs SPUMEMA HA KOMNce
AUUA C CUHIOWHBIM OMMEHKOM, YemKUMU ePAHUUAMU U OMEKOM
6 NepuopoUMAIbHbIX 00AACMAX, 2AA3HbIE WeaU CYHceHbl. Boi-
noauena nanu-ouoncus (14.03.2023). Ilo dannsim namomop-
@0oA02UMeCK020 3AKAIOYEHUS — KADMUHA AHeUOCAPKOMbL
HU3KOU CMeneHu 310Ka4ecmeeHHOCmU.

Ilayuenm obpamuncs 6 Mockoeckuil Hay4Ho-uccredoea-
menbcKuil oHkonoeuveckuii uncmumym um. I1.A. Iepyena —
Quauan HayuonanbHoeo meOuyuHcK020 uccaedo8amenscko-
20 yenmpa paduonozuu, 20e 8blnoAHeHO 0000caedosarue.
Buewnuii 6uod 604vH020 npedcmaenet Ha puc. 1.

B x00e mMyabmucnupaibHoil KOMRbIOMEPHOL momozpaguu
ueu, MAeKux mrKaneil AUYya U Auyeeoeo cKkeaema ¢ 6Hympu-
BEHHbIM KOHMpAacmupoganuem, npogederHoii 6 mae 2023 e.,
6 obaacmu cnuHKY Hoca u a6a (¢ aramepaauzayueii 6npago)
BU3YANUIUPOBAHO MACKOMKAHHOE 00PA308aHUE C HEPOBHBIMU,
HewemKumu KoHmypamu pasmepamu 44 x 22 x 56 mm, ak-
MUBHO HAKANAUBAIOWee KOHMPACMHOE 8elecmeo 6 apme-
puanshyio gaszy ckanuposanus. OKpyscaowas ’uposas
Kaemuamka, Kiemuamika napaopoumanvHol obaacmu —
¢ evipadcenHoll uHguavmpayueii u omexom. [lpunexcaujue
KOCMHble CmMpYKmYpbl AULe6020 cKelema — 0e3 NPUHAK08
decmpykuuu. Cnpaea u creéa — namon0eU4ecKu UsMeHeHHble,
yeeauuerHvle aumpamuyeckue y3avl (/1Y) weu, npeumyue-
CMBEHHO APeMHOIL epynnbl, pasmepamu 0o 12 x 9 mm, ¢ pa3-
AUMHOU CIMeneHbi0 UHMEHCUBHOCMU HAKANAUBAIOWUe KOH-
mpacmuoe geuecmeo. Tloonusxcneuenrocmusie J1Y yseauuens.,
namoaoeu4ecku usmeHeHol, pasmepamu 0o 18 x 15,5 mm,
HepaeHOMEPHO HAKANAUBAIOUUEe KOHMPACMHOE 8eUecmao.
B 30mne ckanuposanus no 3adueil nogepxmocmu ckama,
napacesisapHo cnpasa onpeodensemcs: y4acmox UHMeHCUs-

Puc. 1. BrewHuli sud nayueHma npu obpaweHuu 8 Mockosckuli HayyHo-uccnedosamensckuli oHkono2uyeckud uncmumym um. M1.A. lepyeHa
Fig. 1. Patient appearance when contacting P.A. Hertzen Moscow Oncology Research Institute

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

2024 | Tom16 Volume 16 | Ne4 Issue4



KAMHUMYECKME CAYUAN |

HO20 HAKONAEHUs KOHMPACMHO20 8eujecmea pasmepami
21 x 8,5 x 20 mm (cocyducmoe obpazoearue ? meHuHeuoma?
Memacmaswl?).

Ilaunnbix, ceudemenbcmeyouux 00 omoaieHHOM Mema-
CMazuposanuul, He NOAYYEHO.

Ilo OdanHbiM MaeHUMHO-PpE30HAHCHOU momozpaguu
(MPT) msexux mxareii auyesoeo omaoena 4epena ¢ 6Hympu-
8eHHbIM KOHmMpacmuposaruem om mas 2023 e. 6 maeKux
MKAHAX AUYa 6 00aacmu CRUHKY Hoca U 10a, 60abule cnpasa,
onpedensiemcs 0bseMHoe 00pa308aHle HenpasuIbHOU (opmbl,
C U30UHMEHCUBHBIM MACHUMHO-PE30HAHCHbBIM CUSHANOM HA
T1- u T2-636eutentbix u300padceHusx, caraboeunepurmen-
cuenbim 6 pexcume Flair, ¢ evinadenuem cuenana Ha ADC-
Kapme, ¢ HEPOGHbIMU, HEUEMKUMU KOHMYPAMU, 20PU3OH-
ManvHbIM pasmepom 56 mm, caeummanvHoim — 22 MM,
BEPMUKANbHBIM — 43 MM, C HepABHOMEPHbIM AKMUBHBIM HA-
KonaeHuem KoHmpacmuoeo eeutecmaa (puc. 2). Okpysicaro-
Was JHCuposasl KAemuamea u Kaemuamea napaopoumansHoll
obaacmu — ¢ vlpadiceHHoll unguavmpayueil u omexom. Ipu

KOHMPACMUpo8anuy ommeyaemcs oukcayuss KOHMpacmHo-
20 npenapama 8 okpyxicaioueil kremuamke. Onpedeasiromces
MHOJIcecm@enHble yeeauueHHole gudousmenentoie J1Y weu,
npeumyuecmeeHHo ApeMHOI 2pYNnblL CNpasa, 6epMmuUKanbHbl-
mu pazmepamu 0o 13 mm, paznu4Hoil cmeneHu UHMEHCUS-
HOCMU, HaKanAuearouue KOHMpPacmHoe 8eu,ecmeo.

1o dannbim ynempazeykogoeo ucciedosaus uieu om mas
2023 . 8 MAKUX MKAHAX Weu, HA4UHAs 0m no0boPOOOYHOI
obaacmu, ¢ pacnpocmpaHeHuem 6HU3, Ha nNepedHIoNn nogepx-
Hocmb weu, 6 nooKox CcHO-Jcuposoii kremuamie (IL2KK)
onpedensiemcsi 2un0IXoceHHoe 00pazosanue 8 ude msdica,
CKYOHO 8ACKYAAPU3UPOBAHHOE, NPOMANCEHHOCMbIO ~26 MM
(memacma3?). Huoice ausyanusupyromes cycnuyuo3nsle agac-
KYAspHble 00pa308aHUsI CXOXCEU 2UNOIX02EHHOU 2emMEPOLeHHOU
CIPYKMYPbL ¢ HEPOBHBIMU, 0080AbHO YeMKUMU KOHMYPAMU,
pasmepamu 15 x 11 mm u 8 x 6 mm (cycnuyuosrnwvie J1Y?).
B dpyeux omdenax weu c obeux cmopon onpedeasromcs eou-
HUuuHbvle eunepnaaszuposannvie J1Y pazmepom do 6 mm,
be3 npu3HaKoe amunuu.

Puc. 2. MazHumpo-pe3oHaHcHas momozepagus mazkux mxkaxel uyeso2o0 omoena Yyepena nayueHma 0o feYeHus, aKCuanbHble cpessl Ha 08yx
DA3/IUYHBIX YpOoBHAX: a, 6 — T2-838eweHHble U300paxeHus; 8, 2 — T1-838eweHHbIe u306paxeHus; 0, e — T1-g3gewieHHble U306paxeHus, nocm-
KoHmpacmusie momozpammsi. Onyxosnesoe 06pa3osaHue MA2KUx mrareli 1uyeso2o omoena Yepena (YKa3aHo MOHKUMU CMPeSIKamu,) HeoOHo-
DOOHOU CMPYKMYPbI C HEPOBHBIMU U HEYeMKUMU KOHMYPamu, HepagHOMepHO HaKanausarLwee KoHMpacmH sl npenapam. MazHUMHoO-pe3oHaHc-

HAaA KapmuHa ﬂUMd)O(_'ma.?G MAKUX mMKaHel nuya (yKG3aHO moJsicmsiMu cmpeﬂKaMu)

Fig. 2. Magnetic resonance imaging of soft tissues of the facial part of the patient’s skull before treatment, axial sections at two different levels:
a, 6 — T2-weighted images; 8, ¢ — T1-weighted images; 0, e — T1-weighted images, post-contrast tomograms. Tumor of soft tissues of the facial

part of the skull (indicated by thin arrows) of heterogeneous structure with uneven and fuzzy contours, unevenly accumulating contrast drug.
Magnetic resonance picture of facial soft tissue lymphostasis (indicated by thick arrows)
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Pezyabmamut yumonoeuuecko2o uccaedo8anus NyHKma-
ma 006pazo8anus MsaeKux mrKateii no06opodouHoll obaacmu
u JIY weu om 01.08.2023: memacma3s He3numeauaibHo20
INUMENUOBEPEMEHOKACINOUHO20 HOB000PA308AHUS 8 8UOe
HEMHO20UUCACHHBIX KAEMOK, B03MONCHO, AHSUOCAPKOMA.

Tucmonoeuueckue npenapamot nepecmompervi 6 Mockoe-
CKOM HAYMHO-UCCAC008aMeNbCKOM OHKOA02UMECKOM UHCIUMY -
me um. I1.A. Iepyena — guauane Hayuonanwvroeo meouuyun-
CK020 UCCAe008AMENBCK020 eHmpa paduonocuu. B comosom
npenapame — ppasmenmol KOJCU, 8 0epMe KOMOPbIX Gbis6-

JeHa npoaughepayust cocyoucmoti HeonAasuu u3 IH0oMeauoyu-
M08 ¢ YMepeHHO NAeOMOPPHLIMU AMURUYHBIMU SOPAMU,
COUHUMHBIMU (huypamMUu MUMO0308, PopMUPOBAHUEM AHACHO-
MO3UPYIOWUX, YACMbIO 3USIOUUX COCYOUCTBIX NPOCEEMO8
PasHozo Kaaubpa; wacme 3Hdomeauoyumos — ¢ hobnail-
mopghonoeueti (puc. 3). B npedocmaeaenHbix ummyHozucmo-
XUMUYECKUX NPenapamax onyxoneeble KAemiu SKCnpeccupy-
tom D2-40 u ERG1 u ne skcnpeccupyrom melan A, S100,
HMBA45, CD34, CD31u HHVS (puc. 4). 3axawouenue: aneuo-
CapKoma Koxcu AUYya HU3KOoU cmeneHu 310Ka4ecmeeHHOCU.

v > Ly éj ‘%\ﬁ;%: {5}! 1 e‘!\\é}%’i
SIS N S

Puc. 3. Mopgonozuyeckoe uccnedosarue. B 0epme — KoMnieKcbl GHACMOMO3UPYIOLUX HEONIACMUYeCKUX COCYO08, BbICMIAHHbIX 2UNepXpoM-
HbIMU 3HOOMeUANbHBIMU KemKamu ¢ ymepeHHol amunuel u nneomopgusmom sdep, 4acmb K1emoK — ¢ ymepeHHol 303uHogunsHol yumo-
nnasmod, pedkumu uaypamu Mumo308, Mecmamu ¢1ommupyrWuMuU 8 8ude COCOYKOBON0O0OHbIX COCYOUCMBIX «NOYEK», Pa30eNeHHbIMU KO-
J102eHOBbIMU BOJIOKHAMU 0epPMbl, OKDALIUBAHUE 2eMAMOKCUIUHOM U 303UHOM: @ — %40; 6 — x200; 8 — x400

Fig. 3. Morphological analysis. In the dermis — complexes of anastomosing neoplastic vessels lined with hyperchromic endothelial cells with moderate
nuclei atypia and pleomorphism, some cells with moderate eosinophilic cytoplasm, rare mitoses figures, floating in places in the form of papillary-
like vascular “kidneys,” separated by dermis collagen fibers, staining with hematoxylin and eosin: a — x40; 6 — x200; 8 — X400

Puc. 4. immyHozucmoxumuyeckoe (MI'X) uccnedosarue. Onyxosnessie 3HOOMeNUANbHbIE KNemKU 0eMOHCmpupyom ab6eppaHmHbIl UMMYHO-
eHomun: apkyro MoHoMOpGHyto IKkcnpeccuto aHmumen K ERG u nodonnaHury (D2-40), xapakmepHsix 0114 cocyoucmsix onyxoned, ¢ ympamod
3Kcnpeccuu onyxonessimu Knemkamu aumumen Kk CD31, CD34: a — NIX-peakyus ¢ asmumenom Kk ERG — spkas a0epHas 3Kcnpeccus Ha onyxo-
nesbix knemxkax, x200; 6 — UTX-peakyus ¢ aemumenom k nodonnarury (D2-40) — ApKas MeMOPAHHAA IKCNPECCUSA HA ONYX0IeBbIX KNemKax,
x200; 8 - lX-peakyus c armumenom k CD31 — omcymcmaue 3Kcnpeccuu Ha 0nyxo/1esbix KNemKax npu COXPaHeHUU 3KCNPeccuu Ha NUMarujux
0nyxo/1b 0cMamoYyHsix cocydax depmesi; e — UIX-peakyus ¢ avmumenom Kk CD34, omcymcmaue 3Kcnpeccuu Ha 0nyxoaessix KNemKax npu coxpa-
HeHUU 3Kcnpeccuu Ha NUMarnwux onyxois 0CMAmMoyHbIx cocyoax depmsl, X200

Fig. 4. Immunohistochemical (IHC) analysis. Tumor endothelial cells demonstrate an aberrant immunophenotype: bright monomorphic expression
of antibodies to ERG and podoplanin (D2-40) that are typical for vascular tumors with loss of tumor cell expression of antibodies to (D31, CD34:
a - IHC reaction with antibody to ERG — bright nuclear expression on tumor cells, x200; 6 — IHC reaction with antibody to podoplanin (D2-40) -
bright membrane expression on tumor cells, x200; 8 — IHC reaction with CD31 antibody — absence of expression on tumor cells while maintaining
expression on tumor-feeding residual dermal vessels; 2 — IHC reaction with antibody to CD34, lack of expression on tumor cells while maintaining
expression on tumor-feeding residual vessels of the dermis, x200
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Puc. 5. Bud nayuenma nocne 9 exeHedesbHbix 88edeHuUl NaKAUMaxcena
Fig. 5. Patient appearance after 9 weekly paclitaxel administrations

Takum obpazom, Ha 0CHOBAHUU AHAMHE3A, PUIUKANBHO-
20 00cne0068aHUs, OAHHBIX MOPEHON0SUHECKO20 U UHCIPYMEH-
ManbHbIX UCCAeO08AHUL NAYUEHMY YCMAHO8AeH OUACHO3:
AHUOCapKOMa KOJCU AUUA U 80A0CUCMOL Yacmu 20108bl,
memacmaswl 6 J1Y weu.

Ha koncuauyme npunsmo peulerue o npogedeHul MOHO-
xumuomepanuu (no cxeme nakaumarxcen 8 doze 80 me/m?
BHYMPUBEHHO e)ICeHe0eNbHO) C NOCAeOYIOUUM KOHMPOAbHbIM
obcnedosanuem uepe3 9 Heo.

C 12.05.2023 no 07.07.2023 nposedero 9 excenedensvoix
66edeHull naKkaumakcena ¢ y0oeaemeopumenbHoil nepeHocU-
mocmoro. Ommeuensl yMeHbUleHUe OmMeKa MASKUX MKaHel
AUYA U 2UNepeMuU KodcU, pacuiupenue 21a3mblix uweaei (puc.
5). Ilo OauHbiM KOHMPOAbHO2O 00CAC008AHUS NOCAE
9 66edenuil nakaumakcena 8vis61eHa NoA0XNCUMeNbHAs OUHA-
MUKQ 8 8UOe BbIPAJICEHHO20 YMEHbUIeHUS 00PA308aHUSL 8 MACKUX
MKAHSIX HOCA U 104 U OMeKa MseKUX MKAHeil AuYa U NOKpacHe-
Hus kocu. Tlo dannvim MPT maekux mianeti auyesoii ooaacmu
om 22.07.2023 no cpasnenuro c pesyrsmamamu MPT 201061020
Mozea ¢ koumpacmuposaruem om 08.05.2023: J1Y uearocmro-
auyesoil oonacmu, IKK, a makace mazkue mxanu (npeumy-
WeCMEeHHO Chpasa) HUMCHel Yearocmu, Hoca, 0KOA0YUIHOLL,
WeuHoll, NapaopoUmManbHoll, CKyn080i obaacmell, 16a yseaute-
HblL 3a cuem omeKkda U UHQUALMPAYUU HECKOAbKO 8 MeHbluell
cmeneHu, yem paree (puc. 6). Ha ghone omeka 6 mxamsx Hoca
u 16a cnpasa euU3yaIuU3Upyemcs yHacmok yniomHeHus Henpa-
8UNBbHOLL hopmbl (0uazo8oe 0bpazoeaHie) ¢ HevemKumu, He-
PposHbIMU KoHmypamu pazmepamu 12 x 10 x 14 mm (0o ae-
yeHuss — 36 x 22 x 42 um).

1lo danneim MPT msekux mkawuell uieu 6 Kiemuamie
nepeoreil nogepxHocmu uieu (Knepeou om wumosuoH020 Xpsi-
wa) onpedeasemcs epynna obpazoeanuil pazmepamu 00
14 x 13 x 16 Mm, He0OOHOPOOHO HAKANAUBAIOWUX KOHMPACH -
Hoe geujecmeo. B neesoli done wiumosuonoli rcenesvl — 006-
eMHOe 00pa308anue ¢ YHemKUMU, POBHLIMU KOHMYPAMU pa3-

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

mepamu 20 x 15 x 20 mm, co caabvim HakonaeHuem
KOHMPACMHO20 8eujecmea no nepugepuil.

Cymmapno evinontero 18 esedenuii nakaumarcena. Ilono-
ACUMENbHASL OUHAMUKAQ HAPACMANA: HAOAKOANOCh YMEHbUUEeHUe
omeKa MACKUX mKaHel auya u eunepemuu Koxcu. OHa coxpans-
sace do 15-e0 6edenus npenapama (puc. 7). Ilocae 18-eo 66ede-
HUsl NAKAUMAKceaa OUHAMUKA CMana PasHOHanPAeAeHHOIL: KAl
HUMeCKU U 8U3YAAbHO OMMeHeHbl yeeauuenue JIY u omexa auya,
a makxce ycyeybnenue eunepemuu (puc. 8). Ilo dannoim MPT
AUUEB020 0MOeaa Hepena ¢ 6HYMpUBeHHbIM KOHMPACMUPO8AHU -
em om 26.09.2023 bis161eH0 00paz06aHue MAeKUX MKaHell Auya,
npu cpagnenuu ¢ MPT om 22.07.2023 ommeueno Hebonbuioe
ymeHvuterue omeka u moauwunst ILKK. Taxxce euzyarusuposa-
Hbl MHOICECGEeHHbIe YeeauteHHble J1Y speMHoll, nooueaocmHoil
u nodbopodouHoii epynn; npu cpagrernuu ¢ MPT om 22.07.2023
OOHAPYIHCEHO Y8eaUHeHUe UX Pa3MEeP0s Ha (POHEe YMEeHbUICHUS e0u-
HU4HOe0 nodbopouroezo JIY. Bbisieneno ymonuenue causucmoix
000104€K BepXHEUeNCIMHBIX U PEUem4amblX NA3YX.

Monoxumuomepanus 2-it aunuu MXT no cxeme dokco-
py6uyun 6 doze 60 me/m? 1 pas 6 3 ned nauama 02.10.2023.
Kaunuvecku ommeuena eviparceHHas ompuyamensHas ou-
HamuKa 6 gude yseauueHus omeka mKanei Auya, CUHIOUHOU
eunepemul U cyxicenus 2naznuix weaei (puc. 9).

Monoxumuomepanus 3-ii auHuu no cxeme 6esauu3ymad
6 doze 15 me/xe 1 pa3 6 3 ned nawama 17.10.2023 . Ommeue-
HA BbIPAYCEHHAS OMPUYAMENbHAS OUHAMUKA 8 eude npo-
001%CeHUs y8eauteHUus omeka mKanell Auya, CUHIOWHOU
eunepemuu u cyyceHus enasHolx wieaeil (puc. 10).

C 26.10.2023 no 10.01.2024 nposodusace mapeemuas
mepanus no cxeme: nazonarud 6 dose 800 me/cym. B nepsovie
4 Hed npuema npenapama OMMe4aiach NOAOICUMENbHAS Ol-
HAMUKQ 6 8U0e YMEHbUEeHUSI OMeKA KOJCU AUUAQ U 2UnepemMull
(puc. 11—14). Oduaxo npu naanoeom ocmompe uepes 8 Hed
npuema nazonanuda evIA6ACHA GbiPANCCHHAS OMPULAMENbHAS
OQuHamuKa 6 gude NPOOOAINCEHUS Y8eAUHeHUS OMeKa MKAaHell
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Puc. 6. MazHumHo-pe3oHaHcHas momozpagus MAzKUx mkaHel nuyeso20 omdena Yyepena nayueHma nocjie feyeHus, AKCUAIbHble cpesbl
Ha 0BYX pasnuyHbIX yposHAX: a, 6 — T2-838elieHHble U300paxeHus; 8, 2 — T1-838eleHHbIe U306paxeHus; 0, e — T1-838elueHHble U306paxeHus,
nocmkoHmpacmssie momozpammsl. Onyxonegoe 06pa3osaHue MazKux mkaxel nuyeso2o omoena yepena (YKA3aHO MOHKUMU CMpesKamu)
3HAYUMesIbHO YMeHbIILIOCh, OMMeyaemcs CHUXeHuUe cmeneHuU 8bIpaXXeHHOCMU OmeKa MA2KUX MKaHel uya (YKa3aHo moacmsiMu cmpenKamu)
Fig. 6. Magnetic resonance imaging of soft tissues of the facial skull of the patient after treatment, axial sections at two different levels:
a, 6 - T2-weighted images; 8, 2 — T1-weighted images; 0, e — T1-weighted images, post-contrast tomograms. Tumor formation of soft tissues
of the facial skull (indicated by thin arrows) was significantly decreased; there is decrease in severity of soft tissue edema of the face (indicated
by thick arrows)

Puc. 7. Buo nayuerma nocne 15 exeHedenbHbix 88e0eHUll nakaumaxcena
Fig. 7. Patient appearance after 15 weekly paclitaxel administrations
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Puc. 8. Bud nayuexHma neped Hayanom moHoxumuomepanuu 2-(i AuHUU QOKCOpy6UUUHOM
Fig. 8. Patient appearance before initiation of 2 line monochemotherapy with doxorubicin

Puc. 9. Bud nayuerma do Ha4yana moHoxumuomepanuu 3-0 uHUU 6esayu3ymabom
Fig. 9. Patient appearance prior to initiation of 3 line bevacizumab monochemotherapy

Puc. 10. Bud nayueHma 00 Ha4ana MOHOXUMUOMepPanuu 4-ii IUHUU NA30NaHUOOM
Fig. 10. Patient appearance prior to initiation of 4 line pazopanib monochemotherapy
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Puc. 11. Bud nayueHma 4Jepe3 2 Hed npuema nazonaHuba Puc. 12. Bud nayueHma yepes 3 Hed npuema nazonaxHuba
Fig. 11. Patient appearance after 2 weeks administration of pazopanib Fig. 12. Patient appearance after 3 weeks administration of pazopanib

Puc. 13. Bud nayuerma yepe3s 4 Hed npuema nazonaHuba Puc. 14. Bud nayuenma yepe3s 6 Hed npuema nazonaHuba
Fig. 13. Patient appearance after 4 weeks administration of pazopanib Fig. 14. Patient appearance after 6 weeks administration of pazopanib
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Puc. 15. Bud nayuersma 0o Hayana nposedeHus noauxumuomepanuu 5-0 nunuu (GemTax)
Fig. 15. Patient appearance before the start of 5 line polychemotherapy (GemTax)

AUYA, CUHIOUWIHOU eUnepeMuu U CYJCeHUs 2Aa3HbIX ujesell

¢ pacnpocmpaHeHuem Ha 60koevle omdenwvt auya (puc. 15).

Ilo dannvim MPT auuesoeo omdena uepena ¢ 6HymMpUEeHHbIM
xoumpacmupoeaguiem om 07.12.2023 — maeHummo-pe3oHarc-

Has KapmuHa 06pazoeanus maekux mxaueii auya. Ilpu cpas-
Henuu ¢ MPT om 26.09.2023 svisenetsl Heboabuioe yseauveHue
omexa u moawurol ILKK, mHoxcecmeentbie yseauuenHoie J1Y
ApeMHOIL, n004earoCmHOI U N00O0POOOUHOIL PYNA.

C 15.01.2024 nposeden 1 kypc noauxumuomepanuu no cxe-
me GemTax ¢ pedykyueii 003 (cemyumabun 6 doze 750 me/m?
BHYMPUBEHHO KaneabHo 8 1-ii u §-ii Onu + doyemakcen 6 0oze
75 me/m? eHympueenno 6 8-ii Oenv) (npu nodoepiicke epaHyno-
YUMApHO-MaKpoghazanbHo20 KOAOHUECHUMYAUPYIOWe2o (hax -
mopa 6 9—15-ii onu). Takxce ommeuena ompuyamenbHas
OUHAMUKA 8 8Ude NPOOOANCEHUS HAPACMAHUS OMeKa MKAHel
auya u pacnhada onyxoau (puc. 16).

Puc. 16. Bud nayueHma yepe3 1 Hed nocne Kypca GemTax
Fig. 16. Patient appearance 1 week after GemTax
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Puc. 17. Bud nayueHma nocne 1 kypca nembponusymaba
Fig. 17. Patient appearance after 1 course of pembrolizumab

B kauecmee nocaeduneil auHuu neveHuUss NPeonpuHIma
nonsimka UMMyHomepanuu nemopoauzymaoom. O0HaKo Kau-
HUHecKU OmMe4eHo daivbHeliulee Hapacmanue OompUYamenvHoll
OQUHAMUKU € PACNAOOM ONYXOoAU U KPOGOMeHeHUeM U3 MASKUX
mxanel auya (puc. 17), Haba00an0ch ycuneHue 8vipaxiceH-
HOCTU KaXeKcull, NOSABUACS 31080HHbLI 3aNAX, COMAMUHECKUIL
cmamyc yxyowuacs (oyenka no wikase Bocmounoii koonepa-
muenoil onkonoeuueckoii epynnei (Eastern Cooperative
Oncology Group (ECOG)) — 3 banna). Haznavenot aumuobuo-
TMUKU WUpoKoeo cnekmpa oeticmeust. JlarvHeiiuee npomugo-
onyxoneeoe jieyeHue NPUsHaHo Heyenecooopasuvim. Ilpoeo-
duaacy cumnmomamuyeckas mepanus. Ilayuenm ckonuancs
25.04.2024. [IpodonxcumensHocmb JHcuU3HU 00AbHO0 C MOMEH-
ma ycmanosnenus ouaenosa cocmaguna 11 mec.

3aknoueHue

AHrrocapkoma KOxH JIMla U BOJIOCUCTOM YacTu TO-
JIOBBI — peliKas ¥ KpaliHe arpeCCUBHAS OIyXO0Jb, KOTOpAs
IIOXO MOAAAETCA JICHEHNIO 1 KOHTPOJIIO IMTOCPEACTBOM
JIEKApCTBEHHOH Tepaniy. XUpypruieckoe BMEIIaTeIbCTBO

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

TIpY JAaHHOM ITaTOJIOTUY He BCETIa BO3MOXHO BHITTOJTHUTD
B CBSI3M C OCOOCHHOCTSIMHU JIOKAJIM3ALNU OITyXoJiu. Kpome
TOT0, BaXXHO TIPaBWIHHO TMarHOCTUPOBATh 3a00JICBaHNE,
YTOOBI HAYaTh JIeYeHNEe KaK MOXHO paHbliie. I[Tpencras-
JICHHBIM KIMHUYECKUU CIydail IpOJeMOHCTPUPOBAIL, YTO
TIpoBeleHNe KOPPeKTHOM auddepeHIInanbHON U 1TaTo-
MOpPGOJIOTUYECKON TUATHOCTUKHU TIPEICTaBIsIET OO0
HanOoJIee CJIOXKHBIN aCIeKT BeICHUS MAIlEHTOB C aHTUO-
capkomamu. Micxomst 13 BBINIECKa3aHHOIO, KITIOUEBBIMU
mnpenapaTaMy B JICYCHUM aHTHOCAPKOM MSITKUX TKaHEH
JIMLIA SIBJISTIOTCS MAaKJIUTaKCe, 0eBauu3yMad 1 1a3ornaHuo.
OnHako B HallleM KJIMHAYECKOM ciaydyae OeBau3ymad He
ToKa3ajl KIIMHNYECKOM 3(DDEeKTUBHOCTH.

Takum 006pa3oM, JIeueHHEe aHTHIOCAPKOM IIPEACTABIIS -
eT OOJIBIIINE CIIOXHOCTU, KOTOPBIE OOYCIIOBICHBI PSIOM
(hakTOpPOB: TO3THUM YCTAHOBJICHUEM JUATHO3a, CJI0XKHO-
cThio T depeHITINANTBHON TUaTHOCTUKY N3-3a PEIKOCTH
TaTOJIOTUH U IJIOXOTO OTBETa Ha JIEKAPCTBEHHOE JICYCHUE,
CBSI3aHHOTO C BaprabeIbHONM YYBCTBUTEIHHOCTBIO K JIe-
KapCTBEHHBIM IIperiapaTaM.
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