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Pe3lome

Lenb uccnedoeaHusi. NpeactaBuTb KIMHUKO-MOPONOrMyeckoe onmcaHme cry4vasi reMaHrmosHa40TENMOMbI CENe3eH-
KM C MeTacTaszamu B NeYeHb 1 NpoaHann3mpoBaTb ee NatoMopdonormiyeckne u UMMYHOTMCTOXMMUYECKNE XapaKTepu-
CTUKM C Y4ETOM COBPEMEHHbBIX ANArHOCTUYECKMX U AnddepeHLmnanbHO-ANarHoCTUYECKNX KpUTEPUEB.

Mamepuanbi u MemoOdsl. NpefcTaBreH cryyai anUTENMONAHOM reMaHrmoaHaoTenomsl (D) ceneseHkM ¢ MeTacTa-
TUYECKMM MOPAKEHNEM MEYEHUN Y XEHLLUMHbI 73 NeT, NOCTYNMUBLLEN B CTauMoHap ¢ anobamu Ha 6onv B neBOM nogpe-
Oepbe, yBenmyeHmne XnBota B OObeME U1 XenTyXxy.

Pe3synbmamai. [py ayTONCUMHOM UCCrea0BaHUM BbISBIIEHO MaccMBHOEe HoBoobpasosaHme (HO) ceneseHku pasme-
pom 15%x12x10 cm ¢ pacnpocTpaHeHHbIMM MeTacTa3amu B neveHb. Mmctonormdeckn HO xapaktepusoBanock AByxdas-
HbIM CTPOEHMEM C HanMyMem CONMUAHbLIX THe3[, ANUTENMUOUAHbBIX KNETOK MU aHaCTOMO3MPYLLUX COCYAMCTbIX KaHaros.
MmmyHornctoxnmmyeckoe ncenegosanve (MIMX) nokasano anddysHyo nonoxutensHyto akcnpeccuto CD31, CD34 u
ERG, nogTBepxaatoLLyo SHAOTENMAnNbHY NpUpoay onyxonu, ¢ niaekcom nponvdgepaumm Ki-67 10-15 %.
3aknroyeHue. [laHHOE KNUHMYECKOe HabniogeHne AeMOHCTPUPYET TUNUYHbIE natomopdonornyeckne npusHakm A
CerneseHky 1 nogvyepkmBaeT BaXHOCTb komnnekcHoro MX anga audpdepeHumansHON ANarHoCTUKM PeaKnX CoOCyancTbixX
HoBoOOpasoBaHui. Mo3aHAS AnMarHocTUKa Ha cTagun OUCCEMUMHUMPOBAHHOIO 3aboneBaHus oTpaxkaeT Hecneuunduye-
CKUIA XapaKTep KIMMHUYECKUX MPOSIBMEHWI 1 0bycnaBnueaeT HebnaronpusiTHeIn nporHo3. OnucaHve AaHHOro cryyasi
B PYCCKOSI3bIYHON MELMLMHCKOM NuTepaType BHOCUT BaKHbI BKNa B MPaKTUYECKOe 3[4paBOOXpPaHEHMe, y4uTbiBas
KpalrHIo peaKoCTb JaHHOM NaTosiormu.
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Abstract

Objective. To provide a clinical and morphological description of a case of splenic hemangioendothelioma with liver
metastases, and to analyze its pathomorphological and immunohistochemical characteristics in accordance with current
diagnostic and differential diagnostic criteria.

Materials and methods. A case of epithelioid hemangioendothelioma (EHE) of the spleen with metastatic liver involve-
ment in a 73-year-old woman admitted to the hospital with complaints of left upper quadrant pain, abdominal distension,
and jaundice was presented.

Results. Post-mortem examination revealed a massive splenic tumor measuring 15x12x10 cm, with widespread me-
tastases to the liver. Histologically, the tumor was characterized with a biphasic pattern, featuring solid nests of epitheli-
oid cells and anastomosing vascular channels. Immunohistochemical analysis demonstrated diffuse positive expression
of CD31, CD34, and ERG, confirming the endothelial nature of the tumor, with a Ki-67 proliferation index of 10-15%.
Conclusion. This clinical observation demonstrates typical pathomorphological features of epithelioid hemangioen-
dothelioma of the spleen and underscores the importance of comprehensive immunohistochemical analysis for the
differential diagnosis of rare vascular tumors. The late diagnosis at the stage of disseminated disease reflects the
non-specific nature of clinical manifestations and explains the poor prognosis. This case study contributes significantly
to the Russian-language medical literature, given the extreme rarity of this pathology.

Keywords: hemangioendothelioma, spleen, epithelioid hemangioendothelioma, liver metastases, immunohistochem-
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BBepeHune anuTenuongHas remaHrMosHgoTenvomMa  ss-

emaHrnoaHgoTennoma npeacraensieT cobowm
reteporeHHyto rpynny cocygucteix HO npomexy-
TOYHOW CTEMNEeHN 3NI0KAaYEeCTBEHHOCTU, 3aHUMAaOLLMX
NPOMEXYTOYHOE MONOXeHWe Mexay [Aobpokade-
CTBEHHbIMW reMaHrMoMamMm 1 BbICOKO3oKa4eCTBEH-
HblMK aHrnocapkomamu [1]. CornacHo knaccuduka-
uMn BcemupHol opraHu3auumn 30paBOOXPaAHEHMS
(BO3) 2020 r., reMaHrMoaHAOTENNOMbI OTHOCSTCS K
kateropunm HO c npomexyTo4YHbIM GUONOrMyeckum
noBeAeHMEM, XapaKTEePU3YHOLLNXCA MECTHON arpec-
CYBHOCTbIO, BbICOKOW CKITOHHOCTbIO K peLuanBupo-
BaHWIO Y HU3KMM, HO CYLLIECTBYIOLLMM MeTacTaTm4e-
CKMM noTeHumanom [1, 2].

nsieTca Havboree XOpoLIO OXapakTepU30BaHHbLIM
BapuaHToM 3ton rpynnbl HO u knaccudpuumnpyeTcs
Kak HM3Ko3rokayecTtBeHHoe cocyguctoe HO ¢ npo-
MEXYTOYHbIM KIMHMYEeCcKMM nosegeHnem [3]. 3abo-
nesaemocTtb D B CoeaunHeHHbix LTaTtax cocras-
ngaet 0,4 cnyyas Ha 1 MnH 4enosek B roa [4], npu
3TOM Haubonbllas Bo3pacTHas 3aboneBaeMocTb
HabnogaeTcsa y naumeHToB B Bo3pacTte 60-79 net
[5]. B meanumnHckon nutepatype Poccuickon depe-
pauun n ctpaH CHIT onucaHbl eauHu4YHbIE Criy4vau
O3, npm 3TOM OHa XxapakTepusyeTcs Kak KasynucTu-
yeckas pefKocTb [6].
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[MepBrYHOE MopaXkeHne cenes3eHkn nNpu reMax-
rMO3HAOTENMOME SIBMSAETCH WUCKMIOYUTENBHO pea-
KM siBneHnem. o gaHHbIM KOMMIEKCHOro aHanmaa
SEER, cocygucTtble n coeguHuTenbHoTkaHHble HO
coctaBnsaT 33,4 % Bcex CrydaeB 3r0Ka4ecTBEH-
HbIX FreMaHrMo3HOOTENMOM, MeYeHb NnopaxaeTcs B
24,5 % cnyyaes, nerkve — B 17,6 %, KocTM — B
12,5 % [4].

MonekynsipHas xapaktepuctuka 3D geMOoH-
CTpUpyeT Hanuyne cneumduiecknx reHeTUYecKmx
nepecTpoek, KOTOpble UrpaloT KMYEBYH poOfb B
natoreHese 3aboneBaHus. [NpubnuantenbHo 83—
92,2 % cny4aeB 3D xapakTepu3yrTCa Hanu4mem
crnvadmna reHoB WWTR1-CAMTA1, Bo3HMKalOLLLEro
B pe3ynbTate peuunpokHon TpaHcnokaumm t (1; 3)
(p36.23; g25.1) [5, 7, 8]. OTa reHeTnyeckas nepe-
CTpOMKa MPUBOAMT K KOHCTUTYTUBHOW aKTMBaLMM
curHanbHblx nyten YAP/TAZ w TEAD-accouumnpo-
BaHHbIX nyTen [9].

AnbTepHaTVBHbIM  MOJEKYMSIPHBIM ~ MOATK-
nom sensetrca BapuaHt HO co cnuaHnem YAP1-
TFE3, koTopbin obGHapyxuBaetca B 10-13,6 %
cnydyaeB 3D n xapakTepu3yeTcsd CyLIeCTBEHHO
nyywyM nporHo3oMm: 5-neTHaAst obwasa BbbkMBae-
mocTb HO coctaBnset 86 % no cpaBHeHuto ¢ 59 %
ansi WWTR1-CAMTA1-NO3UTUBHbIX cryyaes
(p=0,019)[3, 10]. CnnsiHne YAP1-TFE3 Bo3HMKaeT B
pes3ynbTaTe TpaHCnokauum mexagy Xxpomocomamm X
n11 (Xp11.22 1 11q913) [9, 11].

BbisiBNeHne 3TUX MONEKYMSIpPHbIX MapKepoB
MMEeET He TONbKO AMAarHOCTMYECKOe, HO M MPOrHO-
CTMYeckoe 3HadeHue, MO3BOMAA CTpaTUUUMPO-
BaTb nauymeHToB ¢ HO no rpynnam pucka u nNoTeH-
LManbHO NPUMEHATb TapreTHyto Tepanuto [7, 12].

MpencraBneHHoe KnNuMHUYeckoe HabnogeHve
reMaHrmModHOOTENMOMbI CENEe3eHKM C MeTacTaTu-
YECKMM MopaXeHWeM MeYeHn y naumeHTkn 73 net
MMeeT BakHOe 3HaYeHue Ans poccumnckon n 6eno-
PYCCKOW MEAMLMHCKOM MNPaKTUKU MO HECKOITbKUM
NpUYnHaM.

Bo-nepBbIX, OaHHbIA CrnyyYan AeMOHCTpupyeT
KNacCUYEeCKY KITMHUYECKYHD KapTWHY 3amnyLLieHHON
cTagun 3aboneBaHus ¢ No3aHer anarHocTtukon. Ma-
uneHTka obpartunacb 3a MeAMLMHCKOM MOMOLLBHO
yepe3 1,5 Mecsaua ot Hayana cumnToMoB (6omnu B
nesom noapebepbe), Uto TMNMYHO Ans aaHHoro HO,
yunTbiBasi HecneumuyeckUn xapaktep paHHUX K-
HMYeckMx nposiBrneHui. CorrmacHo nuTepaTypHbIM
OaHHbIM, NPYMEPHO MOMOBUHA NaumeHToB ¢ A3 Ha
MOMEHT YCTaHOBMNEHUS AMarHo3a MMET KIUHUYe-
Cckn GeccMMnTOMHOe TedyeHue 3aboneBaHus [6], a 'y
84 % nauMeHTOB C MEPBUYHBIM NMOPaXXEHNEM NeYeHM
Ha MOMEHT AMarHOCTMK/ BbISBIATCA BHENEYEHOY-
Hble MeTacTasbl [13], 4TO NoATBepPXKAaeTCA JaHHbIM
HabnaeHeM ¢ MacCUMBHBIM MOPaXEHNEM MEeYEHMN.

Bo-BTOpbIX, AaHHbIN criyd4ar nogyepkmBaeT
Ba)XXHOCTb  KOMIMJIEKCHOIO NMaTtoMoponornyecko-

ro nogxoga c wucnonb3oBaHnem WX ana andg-
depeHunaneHoOM OUarHOCTUKM  PedKux  cocyau-
ctbix HO. lMony4eHHbIn MMMYHOGEHOTUM OMyXOnun
(CD31+, CD34+, ERG+, wnHgekc nponudepaumm
Ki-67 10-15 %) NOnMHOCTbIO COOTBETCTBYET KMaccu-
yeckomy npodmnto 3D, onmMcaHHOMY B MMPOBOW
nutepatype [11, 14—-16], 4To NOATBEPXKAAET ANArHO-
CTNYECKYI0 TOYHOCTb NPOBEAEHHOIO MCCEA0BaHUS.

B-TpeTbux, 3TOT cny4an UnniCcTpupyeT TUnmy-
Hbl€ MPOrHOCTUYECKNE XapaKTEPUCTUKN OUCCEMUHN-
poBaHHoW AI'3. JleTanbHbIA UcxXon ¢ OOHapyXeHu-
eM HO Ha ayToncum cooTBeTCTBYET MPUBELEHHBIM
B NMTEpPaTypHbIX WCTOYHMKAX AaHHbIM O Hebna-
ronpuUATHOM MPOrHO3e MNpy MeTacTaTu4eckom Mo-
paxeHun: 3-neTHAS BbDKMBAEMOCTb MpU  Hanu-
YMM OTAAneHHbIX MeTacTa3oB COCTaBMisSieT BCEro
46,0 %, npy 3TOM 6OMBLUMHCTBO CMEPTEN MPOUCXO-
OWT B Te4deHne nepsbIX 2 NeT nocrie yCTaHOBNEeHUS
anarHosa [4].

LUenb uccnepoBaHus

npeﬂ,CTaBMTb AetarbHoe KJ'IVIHVIKO-MOp(bOﬂO-
rm4eckoe onucaHune crny4as I'IepBVI‘-IHOVI remMmaHrun-
O3HAOOTENMOMbI CceJle3eHKn C MeTacTa3aMn B TMe-
YeHb, MpoaHann3npoBaTb I'IaTOMOp(*)OJ'IOFVNeCKI/Ie
N UMMYHOTUCTOXUMUYECKMNE XapPaKTEePUCTUKN HO
C y4eTOM OMarHOCTUYeCKUX KputepueB n audde-
peHunanbHO-oNarHoOCTU4EeCKMX aCriekToB Ha OCHOBE
OaHHbIX COBPEMEHHON MUPOBOW NUTEpPaTypbl.

MaTepManbl n Mmetoabl

KnuHuyeckne paHHble Gpanucb 13 mMeguLuMH-
CKOW KapTbl CTauMoHapHOro nauueHTa. Ansa rucro-
NOrNYecKoro uccrnenoBaHnsa Obinv B3sTbl pernpe-
3eHTaTUBHbIE (pparMeHTbl OMyXONin Cene3eHKn u
MeTacTaTu4eckmx y3nos nevyeHn. Matepuan cukcu-
poBancs B 10%-HOM HenTpanbHOM 3abydepeHHOM
dopmanuHe, 3anveancs B napaduH no craHgapT-
HOM MeToauke. Bbinyv M3roToBMneHbl rMcTororuye-
Ckue cpesbl TOMNWMHOM 4-5 MKM, KOTOpble OKpa-
LIMBANUCb reMaToKCUITMHOM U 303UHOM. M3yyeHune
MUKpornpenapaToB NPOBOAMMOCH C MOMOLLbIO CBe-
TOBOW MUKpOCKONUK, Ha MuKkpockone Leica DM2500.

MMmyHOrncToxmmmnyeckoe uccnegoBaHue npo-
BOAWNMNOCH Ha AenapadHN3NPOBaHHbIX Cpe3ax C 1Uc-
nonb30BaHMeM CTaHOApPTHOro CTpenTaBuauH-6mo-
TMHOBOro Metoda. [nsi AeMacKMpOBKU aHTUrEHOB
npuMeHsinacb TepMmuyeckasi obpabotka B LuMTpaT-
Hom Bydpepe (pH 6,0).

[MaHenb MCNOMNb30BaHHbLIX aHTUTEN BKIlOYana:
CD31 (PECAM-1, sHpoTenunaneHbIn Mapkep), CD34
(remMono3aTUYECKUIN  NPOrEHUTOPHbIA  KMNETOYHbIN
aHTUreH, Mapkep aHAoTenuanbHbIX knetok), ERG
(ETS-related gene, TpaHCKPUMNLMOHHLIN dakTop,
cneumduyHbIN Ans 3HgoTeNnnanbHbIX KNeTok), Ki-67
(MIB-1) — mapkep kneTtouHoun nponudepauuun. Bu-
3yanumsauusi peakuum nposBogmnack ¢ UCNonb30Ba-
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HMem xpomoreHa gnamuHobeHanaunHa (DAB), sgopa
JoKpalumBanuck remaTokcunuHom Maiiepa.

Pe3ynbraTbl n o6cyxaeHue

MaumeHTtka @., 73 roga, obpaTtmnacb C arno-
6amu Ha 6onu B nNeBom noapedepbe, BblpaXxeHHoe
yBenu4yeHune xunsoTa B obbeme 1 xentyxy. M3 aHa-
MHe3a M3BECTHO, 4To 6onu B neBom nogpebepbe
Gecnokounu naumeHta B TeyeHne 1,5 mecsaueB fo
MOMEHTa rocnuTanu3auun, HOCUIIM MOCTOSIHHbIN
TYMOW XapakTep, COMpPOBOXAaNMCb NPOrpeccupyo-
LLMM HapacTaHneM obLien cnabocTu N CHUXKEHMEM
Macchbl Tena.

Mpn dusmnkanbHoMm obcnegoBaHnM oTMeva-
nnCb BblpaXkeHHast 6refHOCTb KOXHbIX MOKPOBOB C
WKTEPUYHBIM OTTEHKOM, 3HAYUTENIbHOE YBENMNYEHNE
XMBOTa B 0O0bEME 3a cHeT MaccuBHOro acuuta. MNpu
nanbnawmn onpeaensanack BbipaXeHHas cnieHome-
ranvs — ceneseHka nanenMpoBanach 3Ha4YUTENBHO
HWXe kpasi pebepHon gyru, 6eina nnotHas, Gyrpu-
cTasl, ManonoABwkHasi, bonesHeHHas nNpu nanena-
uun. MNeyeHb Takke ObiNa yBenuyeHa, NOTHOW KOH-
CUCTEHLMN, C HEPOBHOW NMOBEPXHOCTLIO.

YnbTpa3BykOBOE  UCCrefoBaHME  OpraHoB
OpIOLLHOM MOMNOCTM MOATBEPAWIIO Hanuyune Bbipa-
YKEHHOW CMieHOMEeranmm n MacCUBHOrO acuumTa.

CoCTOsiHME NaLMEeHTKN MPOrPEeCCUBHO yXyaLla-
noCb, HECMOTPSA Ha NPOBOAUMYK CUMMTOMaTU4e-
CKylo Tepanuto. [NauneHTka ckoH4anachk B yCroBMsX
OONbHMYHON OpraHu3auMm OT MNPOrpeccUpyroLLEN
NonMopraHHoOM HeAOCTAaTOYHOCTY, Pa3BMBLLENCS Ha
dhoHEe ANCCEMMHMPOBAHHOTO OHKOOMMYECKOro npo-
uecca. bbino npoBefgeHoO NaTonioroaHaToOMUYeckoe
BCKpbITME, B pe3ynbTaTe Oblfo BbISBIEHO MaccuB-
HO€E NMOopaXeHWNe CENEe3eHKN N NEeYEHN.

CeneseHka Oblna pes3ko yBenvMyeHa B pas-
mepax, gocturas 15x12x10 cm, macca — 970 r.
Ha paspes3e TkaHb cenes3eHku Obina NpaKkTUYecKM
MOMHOCTBbK 3aMeLLeHa OMnyXxoneBON TKaHbK He-
npasuibHON opMbl, C HeYeTkMMK rpaHnuamu. HO
UMeNo HeOLHOPOAHYK CTPYKTYpPY: ydacTku nnoT-
Hoi GenecoBaTol TKaHW 4YepefoBanucb C NONsAMU
bonee MArkOM KOHCUCTEHLUM CEPOBATO-PO30BOro
useTta. OTMeYanmMcb MHOXECTBEHHbIE O4arn KpoBO-
N3NnUsiHAA 1 HEKpo30B, npuaasaswmne HO necTtpbin
BuA. Bugumas cocyancras cetb Gbina BelpaxeHa, ¢
HanM4YneM paclUMpeHHbIX, MOSTHOKPOBHbIX COCYOB.
Kancyna ceneseHkn Obina HanpshkeHa, MecTamu
NCTOHYEHA, O HAKO MpU3HaKoB pa3pbiBa He 0bHapy-
)KEHO, YTO OTNMYaEeT OaHHbIN CriyYan OT HEKOTOPbIX
OMMNCaHHbIX B NUTEPATYPHBLIX UCTOYHWUKAX Cry4aeB
remMaHrmo3HA0TENMOMbI CENE3EHKUN C pa3pbiBOM Op-
rana [17].

MedveHb Takke Obina 3HAYMTENBHO yBeENMYeHa
B pasMepax, C MHOXECTBEHHbIMW MeTacTaTU4YeCKu-
MW y3namu pasnmnyHoro uameTpa, pacnofioXXeHHbI-
MU anddy3HO Mo BCer NapeHxume obenx Jonen.

MeTacTtaTnyeckme yanbl BapbMpoBanu B pasmMepax
OT HECKONBbKUX MUNNUMETPOB A0 3—4 CM B gname-
Tpe, umenu 6enecoBaTbii NN CEPOBATO-PO30BbLIV
LBET, MIOTHYI KOHCUCTEHLMIO, YeTKMeE rpannubl. Ha
pa3pese HeKOTopble y3Mbl 4EMOHCTPUPOBanu Heoa-
HOPOLAHYH CTPYKTYpY C y4acTKaMu HeKpo3a 1 Kpo-
BOU3MNUSAHUIN.

B GptoliHOM NonocTn Obino oBHapyXXeHO 3Ha-
4YNTENbHOE KONMMYECTBO CEPO3HO-remMopparnyeckon
xugkoctn. [pu wnccnegoBaHWM Nerkux, KOCTew,
nuMmdaTNYeCcKnX y3noB UM OpPYrnx OpraHoB AOMos-
HUTENbHbLIX MEeTacTaTUYeCKNX 04aroB OBHapYXEHO
He ObINo, YTO yKa3biBaET Ha NEPBUYHOE MOpaXeHne
CerneseHKn C M30NMPOBaHHBbIM MeTacTa3npoBaHMEM
B MEYEHb.

lTamomopcgbornozauyeckas xapakmepucmuka
HO

Mpn mukpockonunyeckom nccneposaHun HO ce-
neseHkn Habntoganock xapakTepHoe OByxdasHoe
CTpoeHue, TnnuyHoe ansa 3D (pucyHok 1).

HoBooOpa3oBaHue COCTOANo U3 anuTenuona-
HbIX KINeTOK, PacnoriOXeHHbIX B BMOE COMUAHbIX
rHe3n, TSHKEW U aHACTOMO3VPYHOLUMX COCYLAMCTbIX
CTPYKTYp B CTPOME C pasnu4yHON cTeneHbio hmbpo-
3a [18]. KneTkn HO umenu okpyrnyto unv oBasnbHyto
dopMy C 0OUNBHOM 303MHOMUITBHON LIUTONNAa3MOMN
N OTHOCUTENIbHO MOHOMOPMHBLIMU OKPYTIbIMU Sapa-
MU C HebonblWMMK aapbiukaMmu [19]. XapakTtepHoWn
OCODEHHOCTBIO  SBMAMNOCHL HanuMyne UHTpauuTo-
nnasMaTU4ecknx Bakyosemn, HEKOTopble 13 KOTOPbIX
cofepXanu apuTpoLMTbl, YTO CBUOETENbLCTBYET O
NPUMUTUBHON cocyaucTon guddepeHumposke [18].
B HO Habntoganocb ¢opmupoBaHMe HeOOHOPOA-
HbIX COCY[OB pPasfiM4yHOro Kammbpa, BbICTNaHHbIX
ANUTENNOUAHBIMA  SHAOTENNANbHBIMU - KINEeTKaMu,
c ovaramu ux nponudepauun [20]. B HekoTopbIX
yyacTKax onpefensnucb CoCyaucTble KaHanbl Lie-
neBugHoM OpPMbl C 3HAOTENUANbHbIMU KIeTka-
MU, NPOSBMAKOLWMMN XapaKTepHbl «hobnail»-Bug,
(sopa, BbICTynarLme B npocseT cocyaa) [21]. Me-
cTamMu oTMevanocb hopMMpOBaHWE NanUINSAPHbIX
CTPYKTYp, BbICTYMalLWMX B MPOCBET COCYAUCTHIX
KaHanoB, YTO SIBNSETCA OOHWM M3 Mopdonoruye-
CKUX TMPU3HAKOB 3NUTENUOUOHON reMaHrMoOdHO0-
Tennomsbl [18]. KneTtkn HO Obinu pacnonoxeHbl B
PUBPOMMKCOMOHON UM MUKCOrManmMHOBOW CTpoMe
c BapuabenbHon cTeneHbio cunbposa [19]. B He-
KOTopbIX ydactkax ctpoma HO Obina BbipaeHHO
CKrneposupoBaHa, B Apyrmx — AeMOHcTpupoBarna
MUWKCOUAHbIE n3MeHeHnsi. OTMeYanoch Hann4yne ne-
pUBACKYNSAPHbIX 3NIEMEHTOB, HANOMMHAKLLMX Nepu-
UUTBI, YTO XapakTePHO ANS reMaHrMo3HO0TENMOM 1
OTpaxaeT COXPaHHOCTb CTPYKTYPHOW OpraHv3auuu,
CBOWCTBEHHON HOpPMaribHOMY pasBUTUIO COCYJOB
[22]. MuTOTUYecKasi akTUBHOCTb OMyXOneBbIX Kre-
TOK Oblna HU3KOW: MUTOTUYECKME UTypbl BCTpeYa-
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nuck pegko (MeHee 2 MMTO30B Ha 10 nomnen 3peHns
npv OOMbLIOM YBENWYEHWUM), YTO COOTBETCTBYET
Grade | (HM3Kas cTeneHb 31NOKa4YeCTBEHHOCTW)
cornacHo knaccudgwukaumoHHon cucteme BO3
2020 r. [23]. KnetoyHasa atunus Obina yMepeHHO
BbIpa)K€HHOW, AOepHbIM NONMMOPIU3IM — MUHU-
ManbHbiM [20]. B HO mmenucb ovarm Hekposa u
KPOBOM3IUSAHWI, YTO, BEPOSITHO, CBA3@HO C MacCuB-

% IA
§ '

HbIMX pasMepamu OMyXOnn W HEeAOCTaTOYHOCTbIO
KPOBOCHabXeHMs LieHTpasnbHbIX y4acTkoB. BaxHo
OTMETUTb, YTO Hanuyme HekposoB B HO y onwuchbl-
Baemoro nauueHTa He obsi3aTtenbHO ykasbiBaeT Ha
Grade Il (npomexyTo4Hasi cTeneHb 3r10Ka4YeCTBEH-
HOCTU), TaK Kak HeKpo3bl MOryT OblTb BTOPUYHBLIMU
MO OTHOLLUEHWIO K pa3Mepy ONyXonu 1 He oTpaxaTb
WCTMHHOWN BUONOrMYeckon arpeccmMBHOCTH [23].

PucyHok 1. SnumenuoudHas 2eMaH2uo3HOOMeETUOMa 8 CEIe3eHKe:!

A — cKorneHusi 3numenuoudHbIX KIemok 8 aude 2He30 u msxel ¢ Harnu4yueMm uHmpayumonnadmamu4yecKkux eakyornel
(OnuHHas cmpernka);, b u B — esemesauwjuecs u HerpasuibHOU ghopMbl cOCyOUCMbIE KaHarbl CUHYCOUOHO20 muria, OKPYXeHHbIe
3r1UMenuUOUGHbIMU Knemkamu (Kopomkue Cmperiku).

Okpacka: eeMamoKCUIuH U 303UH. Ysenu4eHue: x400
Figure 1. Epithelioid hemangioendothelioma in the spleen:

A — clusters of epithelioid cells arranged in nests and cords, with the presence of intracytoplasmic vacuoles;(long arrow);

B and C — branching and irregularly shaped sinusoidal vascular channels surrounded by epithelioid cells (short arrows).
Staining: hematoxylin and eosin. Magnification: x400

MeTacTaTnyeckme y3nbl B MEYEHU AEMOHCTPUPO-
Basl aHaNorM4Hy rMCTONOMMYECKYH KapTUHY C Hanu-
YMEM INUTENMONOHBIX KINETOK, POPMUPYIOLLMX THe34a
N cocygucTble KaHanbl, NOATBEPXAAs NepBUYHOE
npovcxoxaerne HO n3 ceneseHkn (pucyHok 2) [24].
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MMmyHoructoxmmuyeckoe uccnegosaHme HO
NPOLAEMOHCTPMPOBArio XapakTepHbIN 3HOO0TENMANb-
HbI beHOTUM, NOATBEPXKAAOLLNIA COCYAUCTYIO NpU-
poay HO (pucyHok 3).
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PucyHok 2. SnumenuoudHasi eemaHauosHOomeruoma 6 nedeHu: A, b, B, T — cocyducmble wenu u nonocmu HernpasuibHolU hopMbl
8bICMIaHbI MPOUGEPUPYOWUMU 3NUMeNUOUOHbIMU 3HOOMenuoyumamu (CmpesnKu).
OKpacka: eeMamoKCUIUH U 303UH. Yeenu4veHue: x400
Figure 2. Epithelioid hemangioendothelioma in the liver.: A, B, C, D — irregularly shaped vascular slits and cavities lined by
proliferating epithelioid endothelial cells (arrows).
Staining: hematoxylin and eosin. Magnification: x400

* o "‘\“’-

PucyHok 3. IMmyHo2ucmoxumu4eckoe okpawugaHue arnumenuoudHol eemaHauoaHoomenuomsl Ha CD31, CD34, ERG.
YeenuyeHue: x400
Figure 3. Immunohistochemical staining of epithelioid hemangioendothelioma for CD31, CD34, and ERG.
Magnification: x400
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Onpegensinacb auddysHas cunbHas Mem-
OpaHHasa akcnpeccuss CD31 (PECAM-1) B knet-
kax HO. CD31 saBnsieTcsl BbICOKOYYBCTBUTENbHbIM
MapKepom sHAoTenuanbHon anddepeHLnpoBKA 1
aemoHcTpupyet 97—100%-Hyt0 YyBCTBUTENMBHOCTb
ans guarHocTtukm A3 [11, 14, 15].

Knetkm HO pgemoHcTpupoBanu audpdysHyto
cunbHyto akcnpeccuto CD34. CD34 aensietca map-
KEPOM reMOMnO3TUYECKMX MPOTrEHUTOPHBIX KIETOK U
9HOOTENUS, N ero akcnpeccus Habnogaetcs B 81—
97 % cnyyaes 33 [11, 14].

Habntoganacb aguddysHas cunbHasa sigepHas
akcnpeccusas ERG (ETS-related gene) B kneTkax
HO. ERG saBnsieTcssi TpaHCKPUMNLUMOHHBLIM (daKTo-
poMm, crneunuyHbIM 518 3HOOTENMAanbHbIX KIETOK,
n gemoHcTpupyeT 100%-Hyto no3nTnBHOCTE B O3
[11, 25, 26].

VIMMyHOrMcTOXMMUYECKOE — OKpallMBaHuWe C
aHTuTenom k Ki-67 (MIB-1) nokasano nponudepa-
TUBHbIA MHAEKC npubnuautensHo 10-15 %. OToT
nokasaTtenb COOTBETCTBYeT yMEpPeHHOW nponude-
paTMBHOM aKTMBHOCTM M XOPOLLO KOppenupyeTt C
OaHHbIMKW nuTepaTypbl: B cniydae 3I'D ceneseHku
N KocTen mHaekc nponudepaumn Ki-67 coctaBun
npubnuautensHo 10 % [15], a B cnyyae 3I'D ¢ no-
paxeHuem neveHn Ki-67 coctasun okorno 10 % [27].
Bonee Bbicokne 3HaveHus Ki-67 koppenupytoT ¢ 60-
nee arpeccuBHbIM noBegeHmem HO un xyawmm npo-
rHosom [28].

[lonly4eHHbIN  UMMYHOTUCTOXUMUYECKUA  NPO-
dunb (CD31+/CD34+/ERG+/ Ki-67 10-15 %) non-
HOCTbIO COOTBETCTBYET KIlaccuyeckomy eHoTuny
OI'3, onvcaHHOMY B MMpPOBOW nuTepartype, U nog-
TBepxAdaeT aHgoTenuaneHyto npupogy HO ¢ Beico-
KOW cTeneHbio goctoBepHocTtu [11, 14, 26].

Mopdonoruyeckas kapTvHa 1 UMMYHOTUCTOXU-
MUYECKUA MPOUb MO3BOMSIOT MPOBECTU YETKYH
anddepeHumnanbHy0 UarHoCTUKy reMaHrMosHao-
TENMOMbI C OPYTMMW COCYAUCTBIMU N HECOCYANCTbI-
mMun HO ceneseHku.

Tak, HeECMOTpSA Ha CXO4HbIN UMMYHOGEHOTM,
reMaHrmodHOoTENMOMa 4YeTKO OTNMYaeTcss OT re-
MaHIMOMbl HanMUuMem 3NUTENTMOUAHbLIX KIEeTOK C
aTUNMen, MHTpauuTonna3maTM4eckumMm BaKyonsiMu
W, TMaBHOE, HanmM4yMem MeTacTas3oB B MEYEHb, YTO
MOMHOCTBLI MCKINOYaeT A0OpOKayeCTBEHHY MNpu-
poay HO [20].

OTcyTCcTBME BBIPAXKEHHOMO SSAEPHOr0 NOAMMOop-
du3mMa, HU3Kass MUTOTUYECKass aKTUBHOCTb U OTHO-
CUTENBbHO OTrpaHMYeHHbIV xapaktep pocta HO wmc-
KMoyarT AnarHo3 aHrmocapkomel. Hannune ovaros
HeKpo3a B JaHHOM Cly4ae CBA3aHO C MacCMBHbIMM
pa3mepamu HO, a He C UCTUHHOM BUONOrMYECKON
arpeccuBHOCTbLIO aHrmocapkombl [20].

Hanuune meTacTtasoB B NeyYeHb MONTHOCTLIO UC-
KnoyaeT 00OpOKaYeCTBEHHY INUTENMONOHYIO re-
MaHrnomy [20].

Ha ocHOBaHMM KOMMIIEKCHOrO aHanm3a Makpo-
CKOMUYECKMX, TUCTOSNOMMYECKMX U MMMYHOTUCTO-
XUMUYECKMX AaHHbIX Obll YyCTAHOBMEH OuarHos:
«3nuTenuongHasa remaHrMosHgoTenMoma cerne-
3eHkn, grade | (HM3kasa cTeneHb 3roKa4YeCTBEHHO-
CTV MO TUCTOMOMMYECKUM Kputepusm), ctagms IV
(pPT3NOM1 — meTacTtaTnyeckoe nopaxeHue ne-
YEeHW), OCINOXHEHHAsi acLUUTOM, NEYEHOYHOW Hedo-
CTaTOYHOCTBH U KaxeKkcnem.

MpencraBneHHoe KNMHUYeckoe HabnogeHve
OEMOHCTPUPYET KIAacCUYECKY0 KapTMHY 3anyLueH-
HOW CTaguu 3NUTENMOUOHOW TeMaHrMosH4oTenu-
OMbl CEeNeseHKM C MeTacTaTU4ECKUM MOopaKeHEeM
neyeHun. BospacTt nauneHTkn (73 roga) NOsHOCTLIO
COOTBETCTBYET MUKy 3abonesaemocTtn 3I'J: makcu-
MarnbHas Bo3pacTHas 3aboneBaemocTb Habnwoga-
eTcs y naumneHToB B Bo3pacte 60-79 net (0,524 Ha
1 000 000 yenoBeko-neT), 3a KOTOPbIMU CrieaytoT
nauneHTtbl 40-59 net (0,349 Ha 1 000 000 yenose-
Ko-neT) [5].

KnuHnyeckas kapTuHa B JaHHOM criydae (6onm
B neBom nogpebepbe, NporpeccupyoLLiee yBenmye-
HMe XMBOTa 3a CYeT acumTa, XenTyxa, CrnreHome-
ranvsi, renaTomeranusi) COOTBETCTBYET KapTUHe 3a-
nyLLEHHOro 3aboneBaHns ¢ pa3BUTUEM NEYEHOYHOM
HegocTaTovyHOCTU. KnnHuyeckas kapTuHa reMaHru-
O3HOOTENNOMbI CENe3eHKW, COrmacHo nutepaTyp-
HbIM [daHHbIM, XapakTtepusyeTtcs 6onsmu B NeBOM
nogpebepbe C pacnpocTpaHeHMeM B NEBOE MNIeYo,
HanMynem nanbnupyemoro obpasoBaHus, a Takke
NPOSIBNEHUAMN TMnepcnieHnama n/vnm metacrasm-
poBaHus [18]. B oTnuumne ot HeGONbLUMX remMaHru-
OM, KOTOpbl€ 0BbIYHO KNMHNYECKN 6ECCUMMTOMHBI 1
BbISBNAOTCA CrnyyYanHo [29], MaccuBHbIE reMaHru-
03HAOTENNOMbI NMPOSBASIOTCHA BbIPAXKEHHOW KMVHU-
YeCcKOW CUMNTOMAaTUKOMN.

Mo3aHss amarHoctvka (vepes 1,5 mecsiua ot
Hayana CUMNTOMOB) SBMSIETCSA TUMWYHOW OIS OaH-
How natonornn. OKomo NonoBUHbI NaumMeHToB ¢ A
Ha MOMEHT YCTaHOBMEHUS AuarHo3a MMerT bec-
CYMMTOMHOE TEeYeHMe, a KITMHNYECKME MPOSABIEHNS
YyacTo sBAATCA HecneundnyHbiMu [6, 28].

[ByxdasHas apxuTekTypa C Hannumem conua-
HbIX FHE3 ANUTENMONOHBIX KNETOK 1 aHAaCTOMO3NPY-
IOLLMX COCYAMCTbIX KaHaroB SIBMASIETCA NMaTOrHOMO-
HU4YHbIM Npu3Hakom A3 [30, 31]. B uccnegoBaHmm
Tpex crnyyaeB renatnyeckon OO ynbTpacTpyKTyp-
HbI aHanm3 nokasar, YTo HeonnacTu4Yeckne KreTku
OEMOHCTPUPYIOT MPU3HaKM 3HZOoTenuansHon and-
epEeHUNPOBKM, BKIHOYAsT BbIPaXXEHHOE Hamnu4dve
Teney Banbens — lMNanage, Hapsgy ¢ gokasaTtenb-
cTBamMy Ba30hOpPMaTUBHbIX CBOWCTB, MNPOSBASHO-
LMXCHA B POPMMPOBAHNN KaK MHTpa-, Tak N aKCTpa-
LLennonspHbIX COCYAUCTbIX kKaHanoB [32].

WHTpaumTOonnasmaTnyeckme Bakyonu ¢ cogep-
XaHWem 3puTpouunToB, OBHapy>XeHHble B LAHHOM
crny4yae, SIBNSATCA XapaKTepHOW YnbTpacTpyKTyp-
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HoM ocobeHHocTbio A3 M npeacTaBnstOT cobon

NPUMUTMBHBLIE cocyaucTble npoceeThl [18, 26, 33].
Hu3kas MutoTudeckas akTMBHOCTb (< 2 MUTO30B

Ha 10 nonewn 3peHus npu 60NbLLIOM YBENUYEHMM) B

[aHHOM crnyyae cooTBeTcTBYeT grade | (HM3Kkasa cTe-
NeHb 3r10Ka4YeCTBEHHOCTU) Mo knaccudpumkaumm BO3
2020 r. gnsa aNUTENUOUAHBIX FEMaHMMO3HAOTENTNOM
[23].

Tabnuya 1. CpasHumernbHas xapakmepucmuka eeMaH2UuOMbl, 2eMaH2u03HO0OMeUOMbI U aH2UOCapKOMbI
Table 1. Comparative characteristics of hemangioma, hemangioendothelioma and angiosarcoma

[emaHrnosHgoTenvoma
FemaHrnoma AHrnocapkoma
MNokasatenu (NnpomexyToyHas
(BobpokavecTBeHHast) (3nokayecTBeHHas!)
3110Ka4eCTBEHHOCTb)
KpanHe pegko (kasyucTuka
YacToTta BCTpeyaeMocTu 0,3—14 % Ha ayToncuu [29] P pefKo (kasy ) Pegko

[28, 33]

BospacTHas rpynna 35-55 net [29]

60-79 net (nuk) [5] JTro6ow BospacT

KnuHuyeckne nposiBnexHus O6bI4HO GeccMmnToMHO [29]

Borb, CUCTEMHbIE CUMMNTOMBI
[35]

Bonb, cnneHomeranwus,
meTacTasbl [18]

Pasmepbl O6bI4HO < 2 cm [29]

BapuabenbHo (B faHHOM

cryuae 15 om) BapuabenbHo

Hopmaanble sHAoTennarnbHble

KneTtouyHasa mopdonorns
Pe kneTkm [34]

SnuTenvonaHble KNeTkn ¢
ymepeHHon atunuen [20]

BbipaXKeHHbIN saepHbIv
nneomopdusm [35]

Opl’aHM3OBaHHaﬂ CceTb

Cocypuctasn apxuTekTypa pacLMpeHHbIX cocyaos [34]

HeueTko onpeneneHHble
cocyaucTble npoctpaHcTaa [20]

[ecTpyKkTuBHas,
MHUNbTpaTMBHAas [26]

MHTpaLl,I/ITOFIﬂaSMaTVNeCKVIe

BaKkyonu OtcyTcTBytoT [34]

XapaKTeprl, C sputpouunTamun

[18, 26] BapuabernbHo

Bbicokasi (MHOro4MCneHHble

MuToTnyeckasi akTMBHOCTb MuHumanbHas Huskas (< 2/10 HPF) [20, 23]
MUTO3bl) [35]

OTcyTcTBYET / MUHMManNbHbIN

Hekpos OTcyTcTBYET Y 4 20] O6LwnpHble yyacTku [35]
JlokanbHO arpeccuBHoe, BbicokoarpeccuBHoe, YacTble
Buonornyeckoe nosegeHne [obpokayectBeHHOE
MeTacTasbl BO3MOXHbI [20] mMeTacTasbl
B 84% cnyuaes npu YacTo (nerkve, neveHb,

MeTacTasbl Hwukorga

renatuyeckon copme [13] KOCTW)

NmmyHodernoTn CD31 MonoxuTenbHbINn

MonoxwutenbHbin (97—100 %)

A 0,
[11, 14] MonoxutenbHbin (92 %) [23]

MonoxutenbHbin (81-97 %) Cnabo nonoxwutensHbli (33 %)

MmmyHodeHoTun CD34 [MonoxuTenbHbIn (11, 14] 23]

A 0,
MmmyHodpeHoTun ERG MonoXxuTenbHbINn |_|OJ'IO>KVITeJ'IbI-|2Iz_:;/I (100 %) [11, MonoxwutenbHbin (100 %) [23]
Ki-67 nHpekc <5% 10-15 % [15, 27] >20 %

5-neTHAsA BbIXKMBAEMOCTb [lobpokavecTBeHHast onyxonb

55,6 % (SEER) [5], 84,9 %

0,
(renatuueckas) [13] Huakas (< 20 %)

MlcmoyHuK: cocmaerneHo asmopamu.
Source: compiled by the authors.

Takum obpasom, Kr4eBbIMU ANarHOCTUYECKU-
MW KPUTEPUSIMU ANS YCTAHOBMEHWA AuarHosa re-
MaHMMO3HAOTENMNOMbI SBASIOTCS:

— OByxdrasHoe CTPOeHWe C Hannynem BeTBs-
LLMXCA COCYOMCTbIX KaHanoB, OKPYXEHHbIX anuTe-
AVMOWMAHBIMU 3HAOTENVOUUTAMW C YMEPEHHOW aTu-
nuewn;

— Hanuuue MHTpaumMTonnasMaTYecknx Bakyo-
nen B 4acTu KIeToK;

— HU3Kasg MUTOTUYECKas aKTUBHOCTb;

— MOSNIOXMNTENbHbIM 3HOAOTENNANbHbIA UMMYHO-
deHoTun (CD31+/CD34+/ERGH);

— MpUCYTCTBME METaCTa30B.

B oTcyTCcTBME BbIpaXXEHHOrO S4EPHOro MIeo-
Mopcumama M BbICOKOW MUTOTUYECKOW aKTUBHOCTM
MOXXHO C BbICOKOW CTEMEeHbl AOCTOBEPHOCTM WUC-
KIMOYUTb aHIMOCapPKOMY.

OrpaHu4yeHMeM [OaHHOIO WCCRedoBaHUSA SiB-
nsieTca  OTCYTCTBME MOJIEKYNAPHO-TEHETUYECKOTO
TectupoBanusa (FISH-ananma wnun RT-PCR ans
BbissBneHuns cnnaHnin reHoe WWTR1-CAMTA1 unu
YAP1-TFE3) un ummyHornctoxmmmm ¢ CAMTA1/
TFE3, 4TO He NO3BONUMO TOYHO ONpenennTb Mo-
nekynapHein noatun HO. TeM He MeHee knaccude-
CKUI KMMHWNKO-NaToNornyeckmin npodusnb B codeTa-
HWUW C XapakKTepPHbIM UMMYHOGEHOTUNOM NO3BONSET
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YCTaHOBUTb AnarHo3 3D ¢ BbICOKOW CTeNeHbio a0-
CTOBEPHOCTMW.

3akni4yeHue

B npeacraBneHHOM KNMHUYeCKoM HabnogeHnn
onucaH cnyyan 33 ceneseHkn ¢ meTacTaTU4eCKUM
Nopa)KeHWeM MeYEHUN Y XKEHLUHbI 73 NeT, yCTaHOB-
NEeHHBIN NpU ayToncurMHOM mccnegoBaHuun. eman-
rMosHOOTENMOMa Cefle3eHkn NpeacTaBnsieT coboMn
ncKnounTensHo pegkoe cocyguctoe HO npome-
XKYTOYHOW CTEMNeHu 3MoKavyecTBEHHOCTU. U HyXXHO
NoAYepPKHYTb, YTO ONMCaHMe TakuUX Cry4yaeB KpariHe
penko BCTpevaeTcs B MMPOBOW NuTepaTtype.

mcTtonornyeckaa kaptumHa HO — xapaktep-
Hoe OBYyX(a3HOe CTPOEHME C HaNMMYMEM COMNUAHbIX
rHe3n, ANUTENIMOMAHbIX KNETOK U aHacTOMO3WpYHo-
LUMX COCYOUCTbIX KaHamnoB, BbIpaXXeHHble WHTpa-
uutonnasmatMyeckme BaKyonvM C 3puUTpoLUTamMMu,
HU3Kas MUTOTUYECKas aKTUBHOCTb — MOJTHOCTbIO
COOTBETCTBYET Krnaccuyeckomy onucaHuio 3l
grade .

MIMMyHorMctoxmmmuyeckmin  npocune  (and-
dysHas nonoxutenbHas  akcnpeccusi  CD31,
CD34 n ERG npwu nHgekce nponudepaummn Ki-67
10-15 %) nogTBEpXXOaeT aHAOTENManbHY NPUPO-
ay HO n ngeHTnyeH knaccuyeckomy npodgunto 3o,
onvcaHHOMY B MMPOBOW nuTepaType.

CornacHo coBpeMeHHbIM cuctemam cTpatudum-
Kauum pucka, JaHHbIA NaLMeHT OTHOCUIICS K rpymn-
ne BbICOKOrO pucka (5-NeTHsAs BbIKMBAEMOCTb —
12,5 %) Ha ocHoBaHuK Bo3pacTa > 50 neT, pa3mepa
HO > 10 cm, MHOXXECTBEHHOMO NMOPaXXEHUS1 OPraHoB U
OTCYTCTBUSA BO3MOXHOCTU XMPYPrMYECKOTO NEYEHHUSI.

Cniyyan, npvBeOeHHbIV B 3TOM CTaTbe, Nogyep-
KMBaeT BaXXHOCTb KOMIMIIEKCHOrO naTtomMopdonoru-
Yyeckoro nogxoaa ¢ ncnosnbs3osaHnem UIMX ana aud-
depeHumnaneHOM ANarHOCTUKN peakux COCyaMnCTbIX
HO, a Takke HeOOXOAMMOCTb paHHEN ANarHOCTUKU
N paguvKanbHOro XMpYpruyeckoro nedeHns nokanm-
30BaHHbIX popM 3aboneBaHUs kak egUHCTBEHHOMN
BO3MOXHOCTW AN OOCTVIKEHUS ONUTENbHOW BbIKU-
BaeMoCTH.
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