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ggg%gﬁﬁcmﬂ ™ VHTpaKkpaHuaabHas SNUTETNONAHAS TeMaHIM0IHI0Te/IoMa

v Y MY>KUMHBI 47 JIeT: KJIMHNYecKoe HAa0/IIoeHne

BbiBogbI WNHTpaKpaHnanbHasa reMaHrMosHA0TeNMOMa Y B3POC/bIX — ONYXOJlb, UMEH0LLas
YepTbl 3/I0KAYECTBEHHOCTH; B C/ly4ae HepafuKanbHoro yaneHns cneayer
paccMOoTpeTb afibloBaHTHYIO Tepanuio
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Xupypriueckoe HepapukanbHas pesekuus —
nevelme Onyxosb COCTOMT U3 KOHrNoMepaTa

naToNorNYecknx CoCcysioB, C BOBIEYEHNEM
KOHEeYHbIX BeTOK M2 cermeHTa cpegHei
MO3r0BO#i apTepun
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AHHoOTauuA

lemaHrnosHaoTennoma (I9) — kpaiiHe peakoe CocyancToe HOBOOBPA3OBaHME C MPOMEXYTOUHbBIM NAaTTEPHOM 3N10-
Ka4yeCTBEHHOCTU Mexay A06pOKaYeCTBEHHbIMI HOBOOOPA30BaHUAMM U aHrMocapKoMamu. B nutepatype onucaHo
BCero 46 cnyyaes MHTPaKpaHWanbHOM NIoKanusaLnuy nepsuyHomn '3 y B3pochblx.

Onucanue cnyvas. Y nauneHta 47 net B TeyeHve 3-4 [Hel NOABUANCH BbIPaXEHHbIE HAPYLLEHWUS peyun no Tumy
CEHCOPHOW U aMHeCTUYEeCKOI adasni, NpaBOCTOPOHHAS NUPaMUAHas HeOCTAaTOYHOCTb. 10 JaHHbIM MarHUTHO-
PE30HAHCHOI TOMOrpaduu BbISBNEHO OTFPaHUYEHHOEe HOBOOOPA30BaHKe OCTPOBKA MO3ra CleBa C Npu3Hakamu
KPOBOUBNMSAHNA 1 HEGObLIMM NeprudoKanbHbIM 0TEKOM. VIHTpaonepauMoHHO HOBOO6Pa30BaHWe 6biNo NpeacTas-
NIEHO KOHTIOMEepaToM NaToNorMYeCKMX COCYL0B C BOB/IEYEHVEM KOHEYHbIX BETOK M2 CermMeHTa cpefjHei Mo3rosom
apTepuu, 4TO He MO3BOAMO BbIMONHWTL PaAMKaNbHYO Pe3eKLMo HOBOO6pa3oBaHUsA. Ha OCHOBaHWM TMCTONOMM-
YecKOro U MMMYHOrMCTOXMMUYECKOrO UCCNeA0BaHNS ONepaLMoHHOro MaTepuana (MonoXnTeNbHas aKcnpeccus
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CD31, CD34, nuaekc nponudepaTuBHoit akTneHocTh Ki-67 10%) ycTaHoBNEH Mopdonorndecknii amarHos 9. Cny-
CTS 3 Mecsilla nocne onepaTMBHOrO BMeLLaTeNbCTBa OTMeYeH MPOAOIKEHHbIA POCT OCTATOYHOIA YaCcTW HOBOOO-
Pa30BaHuA. XMMMoTepanust TEeMO30/I0MUAOM OKa3aNach KNMHUYECKN HeaMekTUBHOI. Yepes 9 mecaLeB nauneHT
norvné n3-3a pas3BUTUS AUCNOKALMOHHOMO CUHAPOMA.

06cyxpenne. K 310Ka4eCTBEHHbIM XapaKTepucTukam 3 OTHOCMTCSA WHBA3WBHbIA POCT, PpeLManBbl U MeTacTa-
3MpOBaHye, YTO Yallle HabNoAaeTCA NPY UHTPAKpaHWanbHOW N0Kanu3aumm HoBoobpa3oBaHus. Mpyu Noao3peHum
Ha ['3 cneflyeT CTpeMUTLCA K paAnKanbHOMY ee yaaneHWo Npu XMpYpPrivyeckom NeveHni.

KnioueBble cnoBa: reMaHrMo3HAOTENNOMA; XMPYprinyeckoe neverne; CD31, CD34, Ki-67;, Temo3onomua

Py6pukn MeSH:

FEMAHTMOSHAOTENOMA SNUTENNMONAOHAA - ANATHOCTUKA

FEMAHTMOSHAOTENOMA SMUTENMONOHAA - ANATHOCTUYECKOE 30BPAXEHWE
FEMAHTMOSHAOTEAMOMA SNUTENNONAHAA - TEPAMINA

MO3IA TOJTOBHOMO HOBOOBPA3OBAHNA - AMATHOCTUKA

MO3I'A TOTOBHOMO HOBOOBPA30BAHNA - AMATHOCTUYECKOE M30BPAXEHWNE

MO3I'A TOTOBHOMO HOBOOBPA30OBAHNA — TEPATIA
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Surgical treatment of intracranial epithelioid
hemangioendothelioma: a case report
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A C't

Epithelioid hemangioendothelioma (EHE) is an extremely rare vascular neoplasm with an intermediate pattern of
malignancy between benign neoplasms and angiosarcomas. Only 46 cases of intracranial localization of primary
EHE in adults have been published.

Case report: A 47-year-old male patient developed pronounced speech disorder of sensory and amnestic aphasia
type, right-sided pyramidal hemiparesis within 3-4 days. Magnetic resonance imaging revealed a delimited left
sided brain islet neoplasm with signs of hemorrhage and small perifocal edema. Intraoperatively, the neoplasm was
represented by a conglomerate of pathologic vessels, with involvement of the terminal branches of the M2 segment
of the middle cerebral artery, which prevented radical resection of the neoplasm. Based on histopathological and
immunohistochemistry analysis of the neoplasm (positive expression of CD31, CD34, proliferative activity index Ki-67
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10%) the morphologic diagnosis of EHE was established. 3 months after surgery, continued growth of the residual
part of the neoplasm was noted. Temozolomide chemotherapy was clinically ineffective. The patient died due to the

development of dislocation syndrome after 9 months.

Discussion. The malignant characteristics of EHE include invasive growth, recurrence, and metastasis, which is more
common in intracranial localization of the neoplasm. If EHE is suspected, radical surgical removal of the neoplasm

should be sought.
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CnKCOK COKpALLLeHMiA:
[ — reMaHrMosHAoTeENMOMa

lemanrnosngoremoma (I'D) miam, Kak OHa Hasbl-
BaJlach paHee, BHYTPUCOCYOUCTAsT GPOHXMOJIOATbBEO-
JIIpHAsl OMyXOJib — 3TO PEOKO BCTPEUAIoleecs HOBO-
obpasoBaHue, MPOUCXOMAIEe U3 TPelIeCTBEHHUKOB
SH/IOTEJIMOIMTOB U 3aHUMAIOIIEe MOTPAHUYHOE II0JI0-
>KeHIe MeXIy ToOpoKaueCTBEHHOV reMaHIMOMOM, C Ofi-
HOJ CTOPOHBI, ¥ aHTMOCAPKOMOI — ¢ Apyroit. OTHOCSICh
K TpyIIIe Me3eHXMMaJbHbIX HOBOOOpasoBaHui, ['D mMo-
SKET MOpaskaTh MPAKTUUYECKU JIFOObIe OpraHbl U TKAaHMU,
KaK 130 IMPOBAHHO, TaK ¥ CUCTEMHO, HO HanuboJIee 4acTo
OHa JIOKAJIM3YeTCsI B TPYOUAThIX KOCTSX KOHEUHOCTEN,
reveHu u Jierkux. B 1ieHTpasibHOI HepBHOU cucteme ['O
HabMomaeTcsl KpaiiHe pemko, cocrapiss MeHee 0,02%
OT BCEX IMEPBUYHBIX MHTPAKPAHUAIbHBIX 0OpPa30BaHUI
[1-3]. B nurepaType Ha ceropHs OMyOJIMKOBAHbI eIy-
HUYHbIE HAOGJIONEHMS U HECKOJIbKO HeOOJbIINX Cepuit
(ue 6osiee 5-7 MAIMEHTOB), YTO yKa3bIBaeT Ha MaJIyio

KT - koMnbtoTepHas ToMorpagus
MPT — MarHuTHO-pe3oHaHcHas ToMorpagus

M3YUYEHHOCTDb BOIIPOCA AMArHOCTUKM U TaKTUKY JIEUEHUST
TMaleHTOB JTaHHOV I'PYIIIIHI.

MbI npuBOIMM COOGCTBEHHOE KJIMHMUYECKOe HabJro-
nenue I'D roJIOBHOrO MO3ra, IO3BOJISIIOLIEE PACIIVPUTh
NpefCcTaB/ieHe 06 3TOM MaTOJIOTUMA.

OMUCAHUE CJTYYAA

VY nmaumenTa 47 yiet B KoHiie ampesis 2021 roga 3a6o-
JieBaHMe MaHM(eCTUPOBAIO ObICTPHIM PAa3BUTUEM CUMII-
TOMATUKU TIOPAYKEHUs TIIYOVHHBIX OTHEJIOB TOMUHAHT-
HOTO TOJTyIIIapus TOJIOBHOTO MO3Ta: B TeueHne 3—4 nHen
PasBUJIMCh BbIPAXKEHHbIE HAPYIIEHWS PEUM TIO TUITY CEH-
COPHOM U aMHEeCTMYEeCKO adasuu, a TakKe MpPaBOCTO-
POHHSIS TMPaMKIHAST HEJOCTATOUHOCTh (10 4 6asyuioB).
locnuranusupoBaH B CTallMOHAP MO MECTY JKUTEJIbCTBA.

18.05.2021 mpu mpoBeeH1Y Mar HMTHO-Pe30HAHCHOI
tomorpaduy (MPT) rooBHOro Mosra Busyaan3upoBaHO
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OTrpaHNYE€HHOEe HOBOOOpa3oBaHMe M30-/TUTIOMHTEHCUB-  C MUHUMAJIbHO BbIPasKEHHBIM MeprdOKaIbHbIM OTEKOM
HOro curHasia B peskume T1 ¢ yuacTKOM TOBBIIIEHHOTO U y4YacTKaMM BbITIaZieHUsI CUTHAJIa OT cocynoB (puc. 1B,
cuUrHasa mo mnepudepun B BUIE «HETOSHOTO KOJbIa» C). KontpacTHoe BellleCTBO HaKaIIMBaIOCh TPenMyIiie-
(puc. 1A). B peskumax T2 u DWI ob6pasoBanHue Xa-  CTBEHHO 1o nepudepun o6pasoBaHus, ycuansas ahdexT
pPaKTEpPM30BaAIOCh TUIEP-/M30MHTEHCUBHBIM CUTHAJIOM «kospia» (puc. 1D).

PUC. 1. Joonepanyonnsie ganubie (18.05.2021) MarHMTHO-pe3OHAHCHOI ToMorpaduy maiuenTta 47 JieT ¢ reMaHTMO3HIOTe -
OMOJ1 OCTPOBKAa MO3ra CJIeBa.

A. T1, akcuanpHast TPOEKIIMS: 30HA U30-/TUITOMHTEHCMBHOTO CUTHAJIA C YYACTKOM IMOBBIIIIEHHOTO CUTHAJIA 110 Tiepudepun B Bue
«HETIOJTHOTO KOJIbIIa» (CTPesIKM).

B, C. T2, DWI, akcuanabHbIe MTPOEKIMNU: 30HA TUIEP-/U30MHTEHCMBHOIO CUTHAJIA C MUHMMAJIBHO BbIPasKEHHBIM ITEPUTYMOpPaTb-
HBIM OTEKOM (TOJICTbIE CTPEJIKM) M YYACTKAMU BbITIaZIeHMsI CUTHAJIA OT COCYIOB (TOHKUE CTPEJIKU).

D. T1 c KOHTpaCTHBIM YCUJIEHMEM, aKCHAJIbHASI TPOEKIMS: HAKOTUIEHe KOHTPACTHOTO BelllecTBa 1o nepudepun 06pasoBaHms
(cTpenkn).

FIG. 1. Pre-operative (18.05.2021) magnetic resonance imaging of hemangioendothelioma of the left side of cerebral insula in
47-year-old male patient.

A. T1, axial plane: zone of iso-/hypointense signal, with an area of increased signal along the periphery in the form of an
“incomplete ring” (arrows).

B, C. T2, DWI, axial planes: zone of hyper-/isointense signal with minimal peritumoral edema (thick arrows) and areas of signal
loss from the vessels (thin arrows).

D. T1 with contrast enhancement, axial plane: contrast accumulation at the periphery of the neoplasm (arrows).
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Ha manHOM 3Tame yCTaHOBJIEH AMAarHO3 HOBOOOpa-
30BaHUsI JIEBOM OCTPOBKOBOV [IOJM TOJIOBHOTO MO3Ta.
[TanyeHT HampaBjeH Ha KOHCY/IbTALMIO HEMpOXUpypra
B CIeNMaIu3upoBaHHbI 1eHTp. C 1ebio 06IeryeHust
KJIMHUYECKOV CHMIITOMATMKY Ha3HAau€Ha TOPMOHAJIb-
Hasl Tepanus JeKCaMeTa30HOM B CYyTOYHON [103e 8 MT,
Ha (GoHe MPUMEHEHMST KOTOPOI B TeUeHNe 2 Heflesb yaa-
JIOCh TOCTUYb TMOJIHOTO KJIMHUYECKOTO PaspelieHus: He-
BPOJIOTMYECKOTO JeduIimTa.

09.08.2021 maumeHT B IJIAHOBOM IIOPSIZIKE TOCTY-
i B HMUL weripoxupyprum um. ak. H.H. Bypaenxo.
B HeBposiorMuecKOM CTaTyce: MPU3HAKM BbIPASKEHHOM
CEHCOPHOM ¥ aMHecTuyeckou adasuu C 3jeMeHTaMu
TaxXWIaJIMK, CHISKEHYe NaMsATy U BHUMaHus. B ocTasb-
HOM HEBPOJIOTMYECKUI CTAaTyC 0e3 BbIPAKEHHOW He-
Bposiormyeckon cumnromatuky, ECOG 1 6as, 1mikaia
Kapnosckoro 70 6asuioB. IIpy mOCTYIJIEHUM KOHCYJIb-
TUPOBAaH O(PTAIBMOJIOrOM: HENPOODTATHBMOJIOTUYECKON
CUMITTOMATUKI He BbISIBJIEHO. [lOTOHUTETbHOE HENPO-
BU3ya/IM3al[MOHHOE 00C/IefoBaHye He TPOBOAWIIOCH.

YcTaHOB/IEH TpeaBapUTENbHbIN auarHo3: D43.0
«BHyTpuMO3roBoe HOBOOGpa3oBaHMUe JIEBOM OCTPOB-
KOBOM mosu». KoHcuamymMoM Bpauein-HelpoXupypros
B COCTaBe 3aBeyIOIIEro OT/E/IEHMEM, JIeUalllero Bpaua
U COTPYAHMKOB KJIMHUYECKOTO OTHejeHus «[aibHbie
onyxoyiu» ObUIO MPUHSTO PelleHre O MPOBEeIEeHNUN TIIa-
HOBOT'O XUPYPrU4eCcKOro JIeUeHMsl.

Xopa onepauuu

OrneparnBHOe BMelIaTebCTBO poBeaeHo 11.08.2021
13 HeOOJIBIIION KPAaHMOTOMMM, BBIIIOJIHEHHOV B JIEBOII
JIOGHO-BUCOYHOV OGJIACTY C UCIOJIb30BAHUEM XUPYPIU-
YeCKOTO MUKPOCKOTIA ¥ MUKPOXUPYPIUUECKON TEXHUKMA.
3-3a BBIpa’k€HHOTO HAIPSDKEHMST MO3TOBOTO BEIeCTBa
He yIa/IoCh MOAONTY K HOBOOOPA3OBaHMIO Uepes cpef-
HI€ OTAeJbl JlaTepasibHOM GOpOo3dbl TOJIOBHOIO MO3ra,
B CBSI3M C UeM Ha HeBOoJIbIIIOM yuacTke (He 6osee 1 caH-
TUMeTpa) OblIa pacceueHa MOKPhIIIEYHAsT YaCTh HYDKHEN
JIOOHO M3BUJIMHBI.

VYnaneHue HOBOOOPa30BaHMs, KOTOPOE MPECTABISIIO
C000JI KOHIJIOMEpaT IaTOJIOrMUYeCKUX COCYHOB, CI'YCT-
KOB KPOBM U TKaHM CEPO-PO30BOTO I[BETA C KPOBOU3JIU-
STHUSIMU PasjIMYHOTO CPOKA TaBHOCTHU, OCYILECTBIISITIOChH
C MCIIOJIb30BaHMEM BaKyyMHOI'O aclMparopa, YJbTpa-
3BYKOBOI'O [I€CTPYKTOpa ¥ OMITOJSIPHON KOAaryJIsSILAA.
Hoctuub pammMKaabHOM pe3eKLMM He YOaJIoCh BBULY
TOTO, YTO B COCTAaB HOBOOOGPAa30BaHMS ObUIM BKJIIOUEHbI
KOHeuHbIe BeTKi M2 cermeHTa cpemHel MO3rOBO apTe-
pun (y4acTKu, HauboJjiee TVIOTHO CIIassHHbIE CO CpeHeNn
MO3TOBOM apTepueli, OCTAJUCh HeynaJeHHbIMU). Tem
HE MeHee TMOJIYUYMUJIOCh YIaJUTh GOJIbIIYIO0 YaCTh HOBO-
06pa3oBaHusl, YTO MO3BOJIUJIO JOCTUYb XOPOILIETO YPOB-
HST IGKOMITPECCUM U peJIaKcalliy MO3ra.

B xope omnepatBHOrO BMeIIaTeIbCTBA TPOBOAUIOCH
KapTupoOBaHMe MOTOPHbLIX BbI3BAHHbIX IIOTE€HIMAJIOB
U perucrpanys TpaHCKPaHMAIbHbIX MOTOPHBIX BbI3BaH-
HBIX TTOTEHIMaoB. bpuin 3aperucTpupoBaHbl (POHOBbIE
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oTueTyiviBbie M-OTBEThI OT BCEX OTBEIEHMIA, CHUKEHUS
aMIMTyapl M-OTBETOB He OTMeuasoch. [Ipu mpsiMon
JIEKTPUYECKOV CYOKOPTUKAIBHOW CTUMYJISLIMM MOHO-
MOJIIPHBIM CTUMYJISITOPOM, TIOICOEAVHEHHBIM K acIupa-
Topy, Ha cwie Toka 10-12 MA M-oTBeTbl He GbLIM 3a-
PEeruCTPUPOBAHBI.

OrnepaTBHOE BMEIIATETbCTBO MMPOBOAMIIOCH Ge3 MH-
TPaAoTepaMOHHOTO MPOOYKIEHUST [T KapTUPOBaHUS
peueBbIX [[EHTPOB IO MPUYNHE BbIPASKEHHON CEHCOPHOM
1 amHecTuueckoir adasum. Kposomorepst cocraBmiia
oxkosio 500 mut.

Mopdonoruyeckoe uccnegobsaHme

onepauyuoHHOro matepuana

Ha ocHoBanum ucciemoBaHusi oneparoHHOTO Ma-
Tepuasia OGbUT BBICTABIEH MOPMOJIOTMUECKUI [AMArHO3:
reMaHTMOH/I0TeIMoMa.

[Ipu okpacke reMaTOKCUIMHOM U 903MHOM B MUKPO-
npernapare ObUIM BMU3YaJM3MPOBAaHbI (parMeHTbl MO3-
TOBOM TKaHM C TVIMAJbHOW TUMepIIa3ueil ¥ OUaroBbIMU
CKOTUIEHUSIMU aTUMTUYECKUX COCYOB. DTU GeCropsiou-
HO aHACTOMO3UPYIOIIME COCY/bI OBV BHICTIAHbI IBYMSI
CJIOSIMM SHZIOTEIMAJIBHBIX KJIETOK M YaCTUYHO TPOMOM-
pPOBaHbI, TaKke HAOTIONAINCH TIePUBACKYJIIPHbIE HEKPO-
3bI coCyaucTOoro reHesa (puc. 2A). OTMeuanoch MpUCyT-
CTBME OTJIOKEHUI I'PaHyJl FeMOCUIepUHA, TeMaTOUINHA
M CKOIUIEHUII KCAHTOMHBIX KJIeTOK (puc. 2B).

[TpoBeneHHOE UMMYHOTMCTOXMMMUUECKOE UCC/IeOBa-
HI€e BBISIBUJIO B COCYIax IMOJIOKUTEIbHYIO 3KCIIPECCUIO
CD31, CD34, ouaroBo nosMTMBHYIO 3KCIIPECCUIO B OITY-
xomu EMA (epithelial membrane antigen, smuTenanb-
HBIII MEMOPAHHbIN aHTUTEH), TIO3UTUBHYIO HKCIIPECCUIO
B CTEHKax KPYIHBIX COCYOB Actin (aKTUH), TO3UTUBHYIO
9KCITPeCCHIO B KCAaHTOMHBIX KiieTkax CD68, D2-40, mo-
3UTUBHYIO 3KCIIpeccuio B rmanbHou Tkauu GFAP (glial
fibrillary acidic protein, mMasbHBI GUOPUUISPHBINA
KVUCJIBII TIPOTEVMH), OTCYTCTBME IKCIIPECCUU B OITYyXOJIU
uurokepatuHa (CK) AE1/3 (Monoclonal Mouse Anti-
Human Cytokeratin, Clone AE1/AE3, antutesa MOHO-
KJIOHAJIbHbIE MBILIMHbBIE K UejioBeueckuM LluTokeparuH,
wioH AE1/AE3). WMupmekc mposudepaTMBHON aKTUB-
Hoctu Ki-67 cocrasun no 10% (puc. 3). B uemom mop-
dbonornueckast KapTMHa ¥ UMMYHO(EHOTUIT B GOJIbIIEN
CTereHy COOTBETCTBOBAJIM COCYOUCTOMY IMIOPOKY pPa3BU-
s ¢ OKycaMy COCYOMCTOM OITYyXOJM C BbIPasKeHHOI
skcrpeccuert CD31 u noBbIlIeHHBIM MHIEKCOM MUTOTH-
yeckoi aktuBHOCTU Ki-67, uTO B GOJIbILIEN Mepe COOT-
BETCTBOBAJIO SMUTEIMOUIHON 'O HMU3KOM CTelneHu 3J10-
KaueCTBeHHOCTH.

I'Iocneonepau,MOHHoe Haﬁmo.qeuue n neyeHume

ITo mauubiM mocsteonepanyonHon KT or 12.08.2021
MHTPaKpaHMAIbHBIX ~ OCJIOKHEHMI He  BBIIBISUIOCH
(puc. 4A). K MoMeHTy BbIMCKYM 13 CTAlOHapa Ha 7-e CyT-
K HaOJTIONAJICS CYIIeCTBEHHBIM perpecc MMeBIIMX MeCTO
JIO orepanymy peueBbIx HapyiueHuit. [locse omeparym Ha-
pacTaHysi HeBPOJIOTMUYECKOM CMMITTOMATVKY He OTMeYeHO.
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PUC. 2. Mopdomnornyeckoe 1cciefoBaHne ONepauyoOHHOrO Marepyuaa rnamnyeHTa 47 JieT ¢ reMaHrMO3HAOTEIMOMO OCTPOBKA
Mmo3ra cyieBa. OKpacka reMaTOKCUIMHOM U S03VHOM.

A. CKOIUIEHMST aTUTIMUECKUX COCYOB, BBICTJIAHHBIX IBYMSI CJIOSIMM SHAOTEIMATbHbBIX KIeTOK (1), TPOMOMPOBAHHbIE COCY/IBI C TTe-
PUBACKYJIIPHBIMU HEKPO3aMM COCYAUCTOro reHesa (2), yB. 200.

B. CkormuieHust KCAHTOMHBIX KJIETOK (CTpesiki), yB. 300.

FIG. 2. Histologic slides of hemangioendothelioma of the left side of cerebral insula in 47-year-old male patient. Hematoxylin
and eosin staining.

A. Clusters of atypical vessels lined with two layers of endothelial cells (1), vascular thrombosis with perivascular necrosis of

vascular origin (2), magnification 200.
B. Clusters of foam cells (arrows), magnification 300.

PUC. 3. IMMyHOrMCTOXMMMYECKOE MCCIIENOBaHNE OMEepPalMOHHOrO MaTepuasia mauyeHTa 47 jieT ¢ TeMaHTMO3HIOTeIMOMON

OCTpPOBKa MO3ra cJjieBa.

A. TTosuTuBHOE OKpalIMBaHKe KCAHTOMHBIX KJIETOK MMMYHOTMCTOXMMMUYeCcKuM Mapkepom CD68 B KOpMUHEBBIN IIBET (CTPEJIKN),

yB. 300.

B. IMosutuBHas akcrpeccus cocynucroro maprepa CD31 (crpenkn), ys. 300.

C. [NosutuBHas akcrpeccus cocynucroro maprepa CD34 (crpenkn), ys. 200.

FIG. 3. Immunohistochemical staining of hemangioendothelioma of the left side of cerebral insula in 47-year-old male patient.
A. Positive brown staining of foam cells with the immunohistochemical marker CD68 (arrows), magnification 300.

B. Positive expression of the vascular marker CD31 (arrows), magnification 300.

C. Positive expression of the vascular marker CD34 (arrows), magnification 200.

B panbHelilieM, ¢ y4eTOM TMCTOJIOTMYECKU TOJ-
TBEPKAEHHOro namarHosa ['D u mo6pokauecTBEHHOTO
XapakTepa TeueHus! JaHHOrO 3a060JeBaHMs, HA OHKOJIO-
TMYECKOM KOHCUIIYMe ObIIO MPUHSITO PellieHye O AMHA-
MMYECKOM HaOJTIONEeHM 32 MAIVIeHTOM.

Crycra 3 mecsia rmocje XUpypruyeckoro JeueHusl,
MpU OTCYTCTBMM WU3MEHEHMI B KJIMHUYECKON KapTu-
He 3abosieBaHMs, ObII OTMEYEH IPONO/IKEHHBIN POCT
OCTAaTKOB OIYyXOJM TP TIPOBENEHUM KOHTPOJIHHOTO

HEMPOBU3YaIM3ALMOHHOTO UCC/IEIOBaHNS TOJIOBHOTO
mosra (puc. 4B-F). HasnaueHa MoHOXMMMOTeparist
TEMO30JIOMIIOM, Ha (hOHe KOTOPOI CTabuamsaluu mpo-
1[ecca He yoauoch JOCTUYb. B CBsI3U ¢ BBICOKMMM PUCKa-
MU TIOSIBJIEHMSI T'PyOOTO HEBPOJIOTMUECKOTO AeduimTa
MTOBTOPHOE XUPYPrUYECKOe JIeYeHre He TPOBOAMUIIOCH.
U3-3a mporpeccun 3a6oeBaHusI B BUIE TPOLOIKEHHO-
ro pocTa HOBOOGPA30BaHMSI C PasBUTHMEM OVICJIOKALIU-
OHHOTO CMHAPOMA MAalYieHT Morub crmycts 9 mecsies
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PUC. 4. TlocneonepanyoHHble JaHHbIE KOMITBIOTEPHON TOMOrpaduy 4epes CyTKu Tocsie onepaumu (A) ¥ MarHUTHO-PE30HAHC-
HoI1 Tomorpaduu uepes 3 mecsitia nocse oneparuu (B-F) maumenra 47 yiet ¢ reMaHIMOSHA,OTEIMOMONM OCTPOBKA MO3ra CJIeBa.
A. KT, akcuanmpHast MpoOeKUMsI: TIOCIeoNepaniOHHbIe U3MeHEHNS C HeGObIIMMM OCTATOYHBIMM (parMeHTaMM OITyXOJM (CTPEJIKa).
B. T2, akcuaibHast MpOeKUMs: 30HbI MPOAODKEHHOIO POCTa OCTATOYHOM YACTU OITyXOJIV, HaKaIlIMBAIOIIMe KOHTPACTHBIN Ipe-
napar (CTpesKu).

C. T2, dpoHTa/IbHAS POEKIIMS: 30HbI IPOJOKEHHOTO POCTa OCTATOUHON YaCTy OITyXOJIM, HAKAIUIMBAIOIIVe KOHTPACTHBII Ipe-
napar (CTpeska).

D. T1 6e3 KOHTPaCTHOTO YCUJIEHMSI, aKCUAJIbHAST TPOEKLIMSI: 30HbI TPOOJIKEHHOTO POCTA OCTATOYHOI YaCTU OITyXOJu (CTPeJIKa).
E. T1 c KOHTpaCTHBIM yCWJIEHMEM, aKCHMAIbHAsT TPOEKLMSI: 30HbI IIPOJOJIKEHHOTO POCTa OCTATOYHONM YaCTy OIyXOJIM, HAaKarIMBa-
IOLIVie KOHTPACTHBIN Ipenapar (CTpesika).

F. T1 ¢ xoHTpacTHBIM ycuieHueM, PPOHTAIbHASI TPOEKLMSI: 30HbI ITPOJOIKEHHOTO POCTA OCTATOYHOM YaCTH OITyXOJIU, HaKarln-
BalOlIVie KOHTPACTHBIN Tpemnapar (CTpesika).

FIG. 4. Postoperative computed tomography scans one day after surgery (A) and magnetic resonance imaging 3 months after
surgery (B-F) of a 47-year-old patient with hemangioendothelioma of the left part of cerebral insula (examination dates).

A. CT scan, axial plane: postoperative changes with small residual tumor fragments (arrow).

B. T2, axial plane: areas of continued growth of the residual part of the tumor, accumulating contrast agent (arrows).

C. T2, frontal plane: areas of continued growth of the residual part of the tumor, accumulating contrast agent (arrow).

D. T1 without contrast enhancement, axial plane: areas of continued growth of the residual part of the tumor (arrow).

E. T1 with contrast enhancement, axial plane: areas of continued growth of the residual part of the tumor, accumulating contrast
agent (arrow).

F. T1 with contrast enhancement, frontal plane: areas of continued growth of the residual part of the tumor, accumulating contrast
agent (arrow).

nocje Xupypruueckoro yeueHus. C yyeToMm Bcex [aH-
HBbIX KJIMHUYECKUI AMArHO3 MOKET ObITh MpenCcTaB/ieH
CJIeRYIOUIM 00pa3oM: «DIUTENMOMIHAS TeMaHIMOJH-
JOTEeJIMOMa JIEBOJ OCTPOBKOBOM JOJM T'OJIOBHOTO MO3-
ra. CocTosiHMe TI0C/Ie MUKPOXUPYPIUUECKOTO Y aaeHus
onyxoyu ot 11.08.2021. TTpomosKeHHbI pOCT».

OBCYXAEHUE

Brepseie 'O 6buta omucana D.H. Dail u  coasrT.
B 1975 rony [4]. V3HavyanabHO CYUMTAIOCH, YTO 9TO OfHA
U3 arpeccuBHbBIX (HOPM GPOHXMOIOATBBEOJIIPHOTO PakKa,

1 TonbKo B 1979 1. Weiss u Enzinger, ncrnomnb3yst MmeTonu-
KY UMMYHOTYCTOXUMMIYECKOTO MCC/IeIJOBaHMsI, OKa3a/IN
MIPOUCXOKIEHNE 3TOrO HOBOOOPA30BaHUSI M3 KJIETOK
Mpe/IIeCTBEHHMKOB SH/IOTEIMATBLHON KJIETOYHOM JIMHUY
U BBEJIY ee COBPeMeHHOe Ha3BaHmue [5]. DHporenmanbHas
Npupo/a 6blia NOATBEPSKAEHA MTOJIOXKUTETbHO 9KCIIpeC-
cuelt Takux Mapkepos, kak CD34 i CD31. B 1995 r. atu
ske aBTOpbI pasgenau ['D Ha 4 mopdosornyeckux Tumna:
anuTenuMonHasi, perudopmuas (aHra. «spindle cell»),
KanoumdopmHas u sHAoauMdarnueckas Manuusp-
Hasl aHruosHporemoma [6]. Ilpu MHTpakpaHMaTbHON
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JIOKQJI3AIUY Yallle BCTPEYarOTCSI UMEHHO STUTETUONI-
Hele ['D, a perudopmHas u KarnommdopmHas GOpMbI —
3HAUMUTENIbHO pexke [6].

Ha ceropss BbIIEJSIIOT [BE CTEMEHU 3JIOKAueCTBEH-
Hoctu ['D: Hm3kast u ymepenHas. [locyienHsisi BcTpeya-
ercst Hanbosee yacto (71%), B CBSI3u C 4yeM B KJIaCCHU-
dukanym BcemupHON opraHusanuu 31paBOOXPaHEHUST
ONYXOJiell LIEHTPabHOV HEPBHOM CUCTEMbI 3TU HOBO-
06pa3oBaHusl ObLIM OTHECEHbI K Me3eHXVMAaJIbHbIM
onyxonstm Grade III, Torga xak paHee OHU OTHOCHUJTUCH
K ob6pasoBanusm Grade II' [3]. OcHOBHbIMM XapakTe-
PUCTUKAM¥, OTPEAEJITIOIMIMMU 37I0KaYeCTBEHHOCTh ['3,
SIBJISIFOTCST MHWIBTPATUBHBIN POCT, CKJIOHHOCTD K PeIy-
JIMBaM ¥ METaCcTa3uPOBaHMIO, UTO HauboJsIee XapakTepHO
IIpM MHTPaKpaHKaaIbHON ee JoKaam3auum [3].

SBASISICh  Me3eHXMMAJIbHBIM  HOBOOODPa30BAaHMEM,
'S MokeT pa3BMBATbCS U3 KOCTEM OCHOBAHUS Yeperna,
U3 TBEPIOV MO3TOBOI 0OO0JIOUYKYM MO0 13 CaMOIl TTapeH-
XUMBI TOJIOBHOTO MO3ra. B cBsizu ¢ atum ['D moskeT ji0Ka-
JIN30BAThCS B PA3JIMUHBIX JTOJISIX TOJYIIAPUI TOJIOBHOTO
MO3ra, X1a3MaabHO-CeJUISIPHO 001acTy [6], B KaBepHO3-
HOM cuHyce [1], B obrmacty ckara [2] ¥ TeTpoK/IMBaIbHON
30He [2, 7], a Takke B HameTe [1] 1 uepBe MO3KeuKa [3].
[laHHbBIE TUTEPATYPbI TO3BOJISIIOT TOBOPUTH JIUIITL O TOM,
yTO JIoKa/mMsauus ['D B 3amHel YeperHoi SIMKe SIBJIsSIeT-
cs1 Boslee penKol, UeM ee CyIpaTeHTOPUAaIbHOE PacIio-
noskenne [3]. M3-3a Taxol BapuaGesbHOMN JOKaIM3alun
'S vacTo pacleHMBaIOT KaK MEHUHTUOMY, FeMaHTUOMY,
MeTacTas, XOHAPOCApKOMY MM ramobnacromy [1, 2, 7,
8]. 3anomo3putb I'D MOKHO Ha OCHOBaHMM Me[JIEHHO-
rO Pa3BUTUSI HEBPOJIOTMUECKON CUMITTOMATUKU Yy Tallu-
entoB cpepnero (20-50 sner) Bospacta [9] u Takux He-
crienMpUIeCcKUX PEHTTEHOJIOTYECKUX MPU3HAKOB, KaK:
JOJIBUATOCTh CTPOEHUS, KPOBOM3JIMUSHUS B CTPYKTYpe
HOBOOODPA30BaHMsI C BBIPAKEHHOW COCYOUCTOV CETbhIO,
1 He60sIbILIOTO NepudoKaaIbHOro oTeka [1].

B Haiem HabiiomeHr Ha OCHOBAaHUM HEMPOBU3Ya-
JIM3aLMOHHBIX JAHHBIX MOKHO ObLJIO ellle Ha JooTepary-
OHHOM 3Tare 3anofo3puTh y nauuenTa ['D, Ho 6GbicTpoe
pasBUTHE HEBPOJIOTMYECKOW CUMIITOMATUKY (BbIPAYKEH-
HbIe HapYIIEHUS] PeYM [0 TUITY CEHCOPHOU M aMHEeCTHU-
yeckoii adasuu U MPaBOCTOPOHHSS MUPAMUIHAST HEO-
CTaTOYHOCTh, PA3BUBIIMECS B TeueHUe 3-4 mHel) CKIIo-
HSIJIO Hallle TIPEATIONIOXKEeH)E B CTOPOHY MIMATbHOTO HO-
BOOOPA30BaHMSI BBICOKOW CTEMEHM 3JI0KaueCTBEHHOCTH,
U JIUILb TYICTOJIOTMUECKOE VICCJIEIOBAHNE OTIePallOHHO-
ro Marepuasia, BbISBUBIIEE KapTUHY HOBOOOPA30BaHUS
¢ 6ecropsiIouHOM COCYOMCTOM CEThIO M TOBBILIEHHOM
9KCIIPECCUeN 3HIOTEMAbHBIX MapKepOB, MO3BOJIWIO
MOATBEPANUTD AnarHo3 ['D.

[IpuHsTHIX CcTaHAApTOB JieyeHust ['D mpu ee MHTpa-
KPaHUAJIbHOM JIOKAJIM3AMM HA CETOMHS HET IO MPUYMU-
He PelIKol BCTPEYaeMOCTU JAaHHOW (OPMbI MATOJIOTUN.
OCHOBHBIM METOZIOM SIBJIIETCSI XMPYPruuecKoe JieueHne,

[0 BO3MOKHOCTM panmkaibHoe [1, 2, 6, 10, 11], Tax
Kak, [0 MHEHUIO Psiia aBTOPOB, 3TO CBSI3aHO C JIYYIIUM
nporaosoM [1]. Ho moctnup nosHoro ypaneHus He Bcer-
Ja yOaeTcsl M3-3a TOBBIIIEHHOV KPOBOTOUYMBOCTM TKa-
HM HOBOOODPA30BaHMS U €ro MHMWJIBTPATUBHOTO POCTA.
i cHUKeHUs] KPOBOIOTEPU BO BPEMSI OINEPaTMBHOTO
BMEIIIATE/IbCTBA HEKOTOPbIE aBTOPbI PEKOMEHYIOT MPO-
BOIUTD MIPenoIepaliOHHYI0 SMO0IM3aLIo COCYIOB [2].
B Hamem HabGiomeHuy mpenonepanMoHHas 3MO0mM3a-
LIMSI COCYTOB HOBOOOPA30BaHMs HE TIPOBOAIIACD.

OdderTUBHOCTD aqbIOBAHTHON Tepanuu Ha CErof-
HS He jokasaHa [2, 6, 10]. Cunuraercs, 4TO IMUCTaHIU-
OHHAsl raMMa-Teparnysi MOKeT CITOCOHOCTBOBATh CKJIEPO-
3UpOBaHMI0 cocynoB BHyTpu I'D [10], B cBsi3u ¢ yem
HEKOTOpbIe aBTOPbI PEKOMEH[IYIOT ee B KauyecTBe JIO-
TIOJIHUTEJIbHOI Tepanuu Mocjae XUPypruueckoro jeve-
Hus [7] uiam faxke cCaMOCTOSITEJIbHOTO MeTO[ia JieUeHusl.
Ha ceromus us Bcex 35 Ha6momeHmii, KOTOpbie ObLIN
ONMCaHbI B JIUTEpAType, JyueBasl Tepamnus Oblaa Mmpu-
MeHeHa JMIllb B 6 Cayuasx, a XuMuoTepanus — B 5,
YTO HE IMO3BOJISIET OFHO3HAYHO OLIEHMBATh UX 3hdek-
TuBHOCTD [10]. Cpenu XmMmoIpenapaToB MPUOPUTET
OT[IaBaJICSI VICTIOJIb30BAHMUIO TIPENaparoB C aHTUAHTUO-
reHHbIM 3 dexTom: nHTepdepona anvda [2, 6] u JeHa-
mupomuza [9].

B Hamem HabmiofeHMu, C y4eTOM MOTPAaHUYHOTO Xa-
pakTepa HOBOOOPA30BaHMUSI Y OTCYTCTBUSI CTAHIAPTOB €r0
JIeUeHUsI, TIePBOHAYAIbHO OBLJIO PEIIEHO BO3MEPKaThCs
OT [OIOJHUTEIBHOM Tepanuu MOCJe XUPYPruuecKoro
seuenust. Ho mporpeccust 3aboseBaHust pasBwiIach [10-
CTaTOYHO OBICTPO, ¥ B KAYECTBE a'bIOBAHTHON Teparmu
ObLIa UCTIOb30BAaHA XUMMOTEPAIMs, TaK Kak MPOBEIeHE
JIyYeBOI Tepanuy ObLJIO COTPSIKEHO C BBICOKMM PUCKOM
YXYOLIEHWST COCTOSIHMSI TIALMEHTA WU3-32 BEPOSTHOCTU
PasBUTHSI OT€KA MO3TOBOTO BEIeCTBA Ha (hOHE OCTAaTKOB
HOBoOOpasoBaHus. [IpuMeHeHre MEPBON JIMHUY XUMUO-
Tepanuy (TeMO30JIOMU]T), UCTIONb3YeMOM B JIEYEHUU BbI-
COKO3/I0KaueCTBEHHbIX [IMATbHBIX HOBOOOPA30BaHMUI TO-
JIOBHOTO MO3T'a, OKa3aJI0Ch Hea(PPeKTUBHBIM.

OueBunHO, uTo M1 OuddepeHaJbHON OMarHo-
CTUKM, HANpUMep C IMOOIaCTOMOV MU aHTMOCAPKO-
MO, TPe6OBAIOCH MPOBEIEHME TOTIOTHUTEIBHOTO CIIEeK-
Tpa mosekyssapHo-reHetnueckux (IDH1, IDH2, TERT,
EGFR, ammmdbukauymm MYC, FLT4) u ummyHorucro-
xuvnueckux (kK aHtutenam ERG, factor VIII, VEGEF,
FLI-1) aHanm30B, OOHAaKO BBIMIOJIHEHNE ITOTOOHBIX MC-
C/IeOBaHUI Ha CErofHsl BCEe ellle OCTAeTCs 3aTPYIHMU-
TeJbHBIM BBUJTY MAJION TOCTYITHOCTU U BBICOKOM 9KOHO-
MMYECKOI Harpy3Ku.

MsbI cuMTaeM, UTO B TaKuMX CJIydasX, Kak Haille Ha-
GJItofieHNe, KOrJa KJIMHWKO-PEHTTeHOJornveckast Kap-
TMHA HeTurmMuHa Jyisi ['D, a AMarHo3 OCHOBBIBAETCS
Ha MOP(HOJIOTMYECKOM aHaIM3€e Y UMMYHOTUCTOXVMUYe-
CKOM UCCJIeJOBAaHUY, CJIEyeT MPOBOAUTDb PACIIMPEHHbIE

! WHO Classification of Tumours Editorial Board. WHO classification of tumours. Central nervous system tumours. 5th ed., vol. 6. France,
Lyon: International Agency for Research on Cancer; 2021. https://tumourclassification.iarc.who.int (zara o6pamenns: 17.07.2023).
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MOJIEKYJ/ISIDHO-TEHETUYECKMe " MMMYHOI'MCTOXMMMUYE-
CKMe nccjaegoBaHus, a Impru HEBO3MOKHOCTU MX BbIIOJI-
HeHMd M YaCTUYHOM YyAaJIeHUM OITyXOJIn 006s13aTeILHO
JOOIIOJIHATD JIeueHle a,E['bIOBaHTHOI;I TepanMeﬁ.

3AKJTIOYEHUE

'S - penxo BcTpevaroleecs Me3eHXMMaIbHOE HOBO-
obpasoBaHue ¢ TPU3HAKAMU 37I0KAYECTBEHHOCTY B BUIE
MHBa3MBHOTO POCTA U CKJIOHHOCTU K PElUAUBUPOBA-
Huto. [Ipu MHTpakpaHMaabHOM Jiokanmu3auu ['D Mo-
SKET UMETh CXOKYIO HEelPOBU3YAIM3ALMOHHYIO KapTUHY
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C BbICOKO3JI0KAYeCTBEHHBIMM [JTMATbHBIMI HOBOOOPA30-
BaHMSIMI FOJIOBHOTO MO3ra.

[Tpu nopo3pennu Ha ['D ciiegyeT CTpeMUThCS, 110 BO3-
MOXXHOCTHU, K €e pPafiuKaJbHOW DPe3eKLMM, TaK KaK 3TO
yJIydlllaeT TPOTHO3 3aboneBaHus. B ciywasx, korma
paIMKaJIbHOM pe3eKIny HOBOOOPA30BaHUS MPU XUPYP-
TMYECKOM JIUEHUU TI0 KaKUM-I1OO0 NMPUYMHAM TOCTUYD
HEe YJaJI0Ch, MOXeT ObITh PACCMOTpPEHa BO3MOXKHOCTH
JIeUeHNs aI’bIOBAHTHO MUCTAHIMOHHOW raMMa-Teparnm-
eit. [IpyumeHeHe TeMO30J0MKUA B HAllleM HAaOIIOIEHUN
OKa3za/IoCch Hea(PhEeKTUBHBIM.
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