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Ta&ivounon twv Ayyelakwy
AANOIWOEWY

KaMonBeic Ayyeiakoi Oykot  Evoiapeong KakonOeig
Alpayyeiwpa Kakonoeiag
- TpIX0€I0£G Awjayyetoevio8nAiwua EmOnAiocid£g

+ (TUTIOU EVAAIKOG, VEAVIKO, YEPOVTIKO) Kaposiform apayyetoevéoBnAicpa
- Muoyovo KokKiwpa « AIKTUOEIOEG - Dabska + Ayyelooapkwpa

(kUnong, evOo@AeBIKO) <+  MIKTO

- Inpayywdeg =  WeUBOHUOYEVEC
- EmOnAlog10£¢

Tapkwpa Kaposi
-AAAol TuTol

<+ (OTOXOEIBEG, ATPAKTOKUTTAPIKO,
PAEBwOEC, apTNPIOPAEBWOEC) NepKUTTAPIKOL/ TEpLayYELaKOl OYKOL
- Ev tw Babel

< (EVOOHUIKG, cuvoBlaKo) “Oykog ayyelakng ToAUTING

eppayyeiopa ‘MuoTrepikUTwpa
AvTIOpaoTIKEG Kal YTEPTAAOTIKEG AAAOIWOELG
OnAwong evoobnAlakn umepmAacia

IMEIPAPATOEIOEG AIJAYYEIWHA



AYYEIAKEC

) KUTTAPIKO £TTESO > £KPacn £vE0ONAIAKWY SEIKTWV
Mapoucia ayyelakng diapopomoinong o€
APXITEKTOVIKO EMMEGO = MAPOUCIA AYYEIAKWY MPOTUTIWY

- MoAAEG ayyelaKEG VEOTTAAOUATIKEG AAAOIWOELG ouXVd O€EV €ival AIHOPPAYIKEG
- KaOe aigoppaylko veomAacpa 0ev €XEl KAT' avAyKnv ayyelakn oiagopomoinon
- Ol meplooOTEPEG EVOOAYYEIAKA AVATITUGOOUEVEG AAAOLWOELS Eival KAAOROELG

- O e€wayyelakd avamtuooopEVEG AAAOLWOELG ival TO00 KAAONROEIG 000 Kal KAKONOEIG

Algoppayikeg pn
AYYEIAKEG

aAAOIWOEIG




Evoayyelakeg
AAAOIWOEIC

H kakon®sia ota

- Evdayyelakn mEPLTOVITIC gYYf—Zl:(KC'l VEO";\d%HGTG'
aciletal otn S1NONTIKA

avantuén, otnv atumia

- Opyavoupevog 0popBog - OnA. evooOnA. utrepmAaocia

TWV VEOTTAACHATIKWY
KUTTAPWYV KAl oTnv
AMWAELIQ MEPIKUTTAPIKOU
oTiXou

- EvOayyelako muoyovo KOKKiwpa

- ATpaKTOKUTTAPIKO / eMONAIOEIOEC alpayyEiwpa

- EmOnAioc10£¢ aipayyeloevooOnAiwpa
) ) ) KakonOeig
- 2APKWHA E0W XLTwvd

e

EmOnAwoeid atpayyeloevéobnAiwpa Evoayyelakn mepiroviitic Evoayyslakd muoyévo
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MoppoAoyia evooOnAlakwy
KUTTAPWYV

JupBatikn (alpayyeiwpa, KaAd dla@opotolnhEVO
AYYELOCAPKWHA)

Hobnail (Hobnail aipayysiwpa, oIKTuosldeg Kalt
EVOOAEUPAYYELAKO AlpayyEeloevooBnAiwpa)

EmOnAioeidng (emOnAloeldég apayyeiwpa,
emONAL0eIdEC alpayyeloevéodnAiwpa
WeudopuoyevEC alpayyeloevdonAiwpa,
emBOnA0elBEC ayyeloodpKwuda,)

ATpAKTOKUTTAPIKN (ATPAKTOKUTTAPIKO
algayysiwpa, capkwpa Kaposi, Kaposiform
alpgayyeloevoobnAiwpa, atpakToKUTTAPLKO
AYYELOCAPKWHA, YEUSOUUOYEVEC
alpgayyeloevoobnAiwpa)




MopwoAoyia
£vOOONAIAKWY KUTTAPWYV

- ZupBatikn (alpayysiwpa, KaAa ola®opoTolNHEVO
> AYYELOCAPKWHA)

- * Hobnail (Hobnail aipayyeiwpa, OIKTuosldeg Kal
eVOOAEPPAYYELAKO alpayyeloevoodnAiwpa)

- EmOnAio€10ng (€mMONAIOEI0£C alpayyeiwpa, emONAOEIOEC
algayyetoevooOnAiwpa WYeUOOUUOYEVEC
algayyetoevooOnAiwpa, mONALOEIOEC ayYELOOAPKWHA)

- ATPAKTOKUTTAPIKA (ATPAKTOKUTTAPIKO dlpayYeiwpa,
capkwpa Kaposi, Kaposiform aipayyetoevdobnAiwpa,
ATPAKTOKUTTAPIKO AYYEIOCAPKWHA, WYEUOOHUOYEVEC




MopwoAoyia evooOnAiakwyv
KUTTAPWYV

JupBatiki (alpgayyeiwpa, KaAd ola@opoTolnpEVo
AYYELOCAPKWHA)

Hobnail (Hobnail aipayysiwpa, dIKTUoEIdEC Kal
EVOOAEPPAYYELAKO AlpayyeloevO0OnAiwpa)

EmOnAilo€10ng (emBOnAl0cldg alpayyeiwpa,
EMONALOEIOEC alpayyeloevioONAiwpa YeUOOHUOYEVEC
alpayyeloevoodnAiwpa, emONAIOEIOEC AYYEIOCAPKWHA

ATPpAKTOKUTTAPIKN (ATPAKTOKUTTAPIKO AlPayyEiwpa,
capkwpa Kaposi, Kaposiform atpayyeloevéodnAiwpa,

ATPAKTOKUTTAPIKO AYYEIOCAPKWHA,
WEUOOHUUOYEVEG ALUAYYELOEVD
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Ektipnon KakonOelag otoug ayyeiakoug OYKOUG

Mitwoelg Kal KuttapoBpifsia dev gival
BonONTIKEG €’ eauTwy

‘Eva HEHOVWHEVO XAPAKTNPIOTIKO €ival
AVETAPKEG Yia otnplEn oiayvwong
Kakonoslag

2TOUG KaAonOeIg ayyelakoug OYKOUG
(E€AIPOUPEVWYV TWV OYKWYV HE
AEP@ayyelakn MPoEAEUON
/O1apopoTmoinon) KAfe ayyelakog Xwpog
mepIBAAAETAL ATTO KAAQ AVATITUYHEVO
OTIXO MEPIKUTTAPWY TTOU avadeikvuovtal
HE TN Xpwon yia SMA

Features of benign vascular tumaors:
Well drcumscribed
Lobular architecture
Well-formed vessels

mgL layer nf@gﬂm cells

Warrisome features:
Infilrative margin
155&::t|ng growth pattern
Complex anastomosing vascular channels
Endothelial multilayering
Cytologic atypia

Hornick, Practical Soft Tissue Pathology, 2019




H xpnon tng avoooiotoxnueiag otn OlayvVwoTIKN
MPOOTMEAACN TWV AYYEIAKWY OYKWYV

Ev YEVEl NoOoOVOG onuaciag

Amapaitntn yia tnv tTavtomoinon tng evooOnAlakng d1agoporoinong o€ MTwXd OlapopPOoTOINHEVOUG
OYKOUG

> CD31 mA€ov guaioOntog Kat £101K0G O£iKTNG ( HEUBPAVIKN EKPpPAcn)

» Fli-1 e€ioou guaicOntog Alyotepog O€iKTNG

> ERG e€alpetika guaicOntog Kat mo €161KOG

» CD34 guaiodntog aAAd Alyotepog £101KOG
EveoOnAio Agpgayyeiwyv: CD34 - /CD31 + (eotiaka)/ D2-40 +
VEG FR-3, LYVE-1 kat PROX1 J€ikteg yia ta evooOnAld Twv AEP@PAYYEiWVY - 0XI TARPWG EIOIKOG
HHV-8 (LANA): e€aipetika guaioOntog (90%) kai mAnpwc £101KOG OEIKTNG Yid TOo cdpKwpa Kaposi

Hornick, Practical Soft Tissue Pathology, 2019
Enzinger & Weiss, Soft Tissue Pathology, 2020




Aciktec EvooOnAlakng Ataopomoinong: FVIII, CD31,

CD34, Fli-1, ERG, D2-40

- CD31: E101kO¢ Kal euaiocdntog (>90%)
O€iKTNG

“Ek@paocn o€ evoo0iAlo
algo@opwy ayyeiwyv Kat

Aeppayyeinv + Ek@ppaletal oe pakpopaya

(TPAOTUTIO KOKKIWOES)  Kal

- MoikiAAouoa £kppacn oe ) S
«IVOIOTIOKUTTAPLKOUG> OYKOUG

OYKOUG HE ayYElakn

diagopotoinon - FLI-1: NMupnvikdg petaypagikog

-0 FVIII £xeL Tn pIKpOTEPN mapayovtag

guaiodnoia (50-75%) -
EKPPACN OF TTEPLOXEC

VEKpwOoNG/ aljoppayiag

<« EuaioOnoia >95% / |
g101KOTNTA

«Agiktng EWS Kat

-CD34: mA<ov guaicOntog AEQOBAAGTIKOU AEHPOUATOC

dsiktng yia o. Kaposi -
>90% twv ayyslakwy oykwv -ERG: Mupnvikog petaypa@ikog

, mapayovrtag(otkoy. Ets)
«Ek@pdletal Kat o€ un
ayYElaKoUG OYKOUG «Ekppaletal o€ 0AOUG TOUC
ayYElaKoUug OYKOUG

(KaAonBe1g/Kakonoelg)

« Emiong o€ : Ca mpootatn (50%),
EWS (5-10%), OMA (omavia)

<« EmMOnAI0€10£¢ capKwa

(N-terminus Abs)

- D2-40 (modomAavivn)

< AglkTNG AEPPAYYEIAKAG
gvooOnAlaknig dlagopotoinong

«Emiong ekppdlstal os 0. Kaposi,
EVOOAEUPAYYEIKO Kal OIKTUOEIOEG
algayyeloevoodnAiwpa, oploPEVOUS T
ALPAYYEIWHATWY KAl OpLoPEVA AYYELO

«Ek@pdletal Kal o€ Pn ayyelakoug OyKo

- HHV-8 mupnviko avtiyovo (LANA)

+—2>90% evaiodnoia oe 6. Kaposi - Ogv
ekppaletal o€ aAAOIWOELG TTOU HIJoUvTal O.
Kaposi

Odnyisg yid Tn XpNon ayyElaKwy
OEIKTWV

Zuvouacpog ostktwy (CD31, ERG)
CD31: KaAutepoG w¢ Hovadikog OEik

Fli-1 kat ERG 6tav CD31 n €mi ma
HAaKPO@AywV



Aciktec EvooOnAlakng Aiapopomoinong: FVIII, CD31,
CD34: Fli-1 ’ ERG CD{31 OE AQYYEIOCAPKWHA
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AYYEIQKO TIPOTUTIO

JUXVO OTOUG aYYEIAKOUC OYKOL TOU O€pHATOG, OToU N MAslowngia gival KaAonOeig

MoAAoi EMKTNTOl AYYEIAKOI OYKOL TOU O£PHATOC AvVAWEPOVTAL WG AlLayYEIWHATA
NOS kata WHO 2020

O1 avTIOpACTIKEG AYYEIAKEG UTEPTTAAGIEC OUVATOV va HigouvTdl KaAonobelg
ayyelakoug oykoug(onpgaoia 1oTopikou)

Alakpion pPETAU ayyelakwy OUCTTAACIWY Kdl VEOTAAOHATWY £ivadl OUGXEPNG EWG
aduvartn

OpIoHEVEG ayYEIaKEG OUCTTAAoieg KaBiotavtal KAIVIKA p@aveig otnv evnAiko {wn
EVW AlJayyEelwpata omaviwg eggavifovtal Katd tn yévvnon

WHO 2020, Classification of Vascular Tumors
Hornick, Practical Soft Tissue Pathology, 2019




AvTIOpAoTIKEG ayYElaKeG AAAoIwoElg(1)
G)n)\wéng £V509n7\lC(Kn unspn)\aola

TMEPHETPN popcpn opyavouusvou OpouBou

Avamntioetal o€ oxéon HE QUOIoAOYLIKA PAEBa (Mpwtomadng), mpolimdpxouoca ayyelakn aAAoiwon
(deutepomadng) N aipatwpa ( €ayyelakn)

>95% evdoayyelakn
2 TpwIPeC aAAOIWOEIC: NWOWVOPIAEG AKUTTAPIKES BNAEC aTIO LVIKF EMEVOUOHEVEG AT HOVOOTIBO £vB0OAAI0 <4
% Owipn aAAoiwon: YaAostGomotnpéveES AKUTTAPIKES OnAéc++

Alagopikn dlayvwon: KoAToel0IlKO alpgayyeiwpda, evOoayyelako Tuoyovo KOKKiwpa



AVTIOPAOCTIKEG AYYEIAKECG AAAOIWOEIG(2)
AvtidpacTtiki ayyeloevdoOnAiwpdiwen

EVAAIKEG, KATA Kavova JE GUCTNHATIKN

<X ' vooo

WL }' ‘Evtovn KAIVIKN €1KOva

¥

&4 NMowkiAAouoa 1otoAoyia petagu dlapopwyv

e [ -

Small vessels lined by mildly atypical
endotheliac cells
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- Evooayyelakoi
OMEIPAPATOEIOEIG
Bucoavol

- XIXE0ON YE OUVOPOHO
POEMS
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Aluavveiwud Ue KAEICTOUC dUuAouc

Muoyovo KokKiwpa

e s v 3 e
AN > AL 2ok R

Elsevier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tissue Tumors, 5th edition.
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Neaviko Tpixoel0eg Al
MoAumogid0popYo - Epgavidovral Alyeg pEpeg

TPIXOELOEC HETA TN YEVvVNOoN WG
algayyeiwpa EPUBPEC emiTedeC
Aépua (40%) kat aAAOLWOELC = auTtopatn
BAevvoyovol (60%) umoctpown (75- 90%)
IXNUATIOPOC HEXPL TNV NAKIa Twv 7
KoAMapétac W ota XPOVWV

TAGyla opla tng
aAAoiwong
ApOova

- o ouxva KepaAn -
TPAXNAOC

PAgyHovwon
otolxeia, oidnua,
EMPAVEIAKNA
eEEAKwWON

Juxva agooveg
HITWOEIG

EviopAeBIKO TUOYOVO
KOKKiwpa

Juvnbwg KewaAn,
TPaxnAo, avw Akpo
YUvdeon HE TO TOIXWHA Tou
ayyeiou péow Hioxou
Amoucia @AeyHOVAG

£
A Y
7

" MoAuolwdeg mMpotuTo avantuéng

7.

© Elsevier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tissue Tumors, 5th edition



MleO(p)\eBlKo aluayyslwpa

Zupn)\aoulké aluayysiwpa

- ZUMMETPIKN OUXVA cpnVvoeldng aAAoiwon

- AlakAadoupeva cupmentwkota @AeBidia diknv “chutes-and-ladders”
- ZKANPUVTIKO OIKTUWTO XOpI0

- Epgavng oTixog mepIKUTTApwY

- MNpooBoAN AVEAKTAPWY HUWV

- A/d: 0.Kaposi, otadiou kKnAidag

(amoucia aTtpAKTOHOPYWY KUTTAPWY, EEAYYEIWHEVWY EPUOPWY,
TAQOHPATOKUTTAPWY N €k@paong HHV-8 -)

Znawa, mpooWata meplypageioa
MOIKIALQ

EK@UAITIKN atumia o€ Asia
HUIKG/OTpwHATIKA KUTtTapd
TPIXOEIGOUG N aptnplo@AeBwdoug
AIHAYYEIWHATOG




Algayyeiwpa HE avoixtoug auAoug \
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- 'Evtovn BnAWPATWOoN KAl UTEPKEPATWON
™nNg emoeppidac

« ZwVvoelONG avdamtuén EKTATIKWY
TPIXOEIOWY OTO XOPLo
« Ekoegonpacpévn nAlaKN sAGOTwWonN -Eméktaocn oto umodoplo

JALATETAPEVA TPIXOELON OTO XOPLOo

Hornick, Practical Soft Tissue Pathology, 2019



Aluavveiwud LUE avoIXToUC duAouc

Tpixo€10€g Alpayyeiwpa
Tumou EvAAikog FepoVTIKO Alpayyeiwpa
-Emupavelakn eviomon, Kupiwg ‘EpuBpd BAatida pe pia avolxtoxpwpatikn aAw cuvibwg o€ KOpUo N dkpa

KEQAAN - TpaxnAog -NoAuToE18g aANoiwon

-Emnppeveg aArolwoelg

£pUBPAPAING f) KUAVIAC XPOLAC -AlATETAPEVA AETTTOTOIXWHATIKA TPIXOELON
-loToAoyIKA: MIKpoU pEYEBOUC - MepikEg aAholwoelg dlabETouv

(TuTou TpIX0EIdOUG) ayyeia KOAAQpETa

enmevouopeva amod emimedo

gvoobnAto

Hornick, Practical soft tissue pathology 2020



DAeBwoec Kat AptnploPpAeBwoec Aipayyeiw

DAeBwoeC Alpayyeiwpa

- (1) ABpoioelg pEYAAWY TAXUTOIXWHATIKWY
ayyeiwv pe mapoucsia Huikou Xitwva

- Emuepavelakn i Kupiwg v tw Badel evtomion

- Zuvnbwg ota dkpa

Elsevier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tissue Tumors, 5th edition.

Amoucia eAaoTikwy vwv (6.0 amo
apTNPlo@AEBWIEC alpayysiwpa)

Aptnplo@AeBwoeg Alpayyeiwpa/ducmAacia

(ll) ABpoiocelg ayyeiwv aptnplakou (mapoucia £6w
€AAOTIKOU TMETAAOU) Kal PAEBIKOU TUTIOU ? SLAPETPOL

Empaveiakn - 0gpUatikn n v twv Badel aAloiwon
Maidia Kat veéol eVAAIKEG

Avadelén eAacTtikoU TTETAAOU HE XPWON EAACTIKWY VWV




ZuvoBLako alpayyeiwpa
JuvNOwWS oNPAyyYwOEG
Fovato, aykwvag, akpa xeipa
Maidia kat €@nBot, A>T

A/0: ZuvoBlakn avTidpacTiKn
ayyelakn umepmAacia Adyw
pAEYypOVNC (Tapousia oldnpatog)

WHO, Soft tissue and bone tumors 2020
Hornick, Practical soft tissue pathology 2020

Evdopulko ayysiwpa /
algayyeiwpa
‘EnBol Kal vEol eVNAIKEG, A=l

JUXVOTEPA O KATW AKpd
INPAayywoeg N TPIXOEIOEG 1) HIKTO
ZUXVA TTApousid wWPIHOU AITTwO

Atpopia Tapakeipevwy pul



Ev tw BaBsl Aipayysiwpata (2)

Znpayywoeg Ayyeliwpdatwon

Awayyeiwpa
- Juxvotepa matdiki nAKia - MpooBoAR HEYAAOU HEPOUG TOU GWHATOG
-MeyaAutepo péyebog, v Tw - 2Zuvnbwg veéa atopa, KATw akpa

BAaOel evromioelg . A<T
)

-MgydAou pey£Boug
AENTOTOIXWHATIKOI AYYEIAKOI
XWPOL ToU emaAsigovtal amo KAwvikoraBoAoyoavartopikn oidyvwon! -
emimeda evooOnAlakd KUttapa Ymotpomn 50%

(Tapoucia wppou 0cToU Y )

- MOY 2013: ayystakn malformation

- MowiAia poppoAoyiag ayyeiwv, dldxuto mpoTU

WHO, Soft tissue and bone tumors 2020
Hornick, Practical soft tissue pathology 2020




KOATIOEI01KO dlpayyeiwpua

- Mpotignon yia tov umodoplo I6TO TOU HACTOoUV -
HIMEITAl KaAd OlapOoPOTIOINHEVO AYYEIOCAPKWHA

- ApXIKa €0swpeito mMolKIAia Tou onpayywooug
AlAYYEIWHATOC

- O VEOMAAOHATIKOG 10TOG avTIKadiotd ta puGloAoyIKA
AoBia tou Aimoucg

‘Opla mepiypamnta aAAd £0TIAKN EMEKTACN TWV AYYEIWV
otov MEPLE 1oTO

o 'EAEYXOC APXITEKTOVIKWV/KUTTAPOAOYIKWY
XAPAKTNPWV Kakonoeiag

o Em ma@oAoyiKwV opiwVv cuVIoTATAl EMAVEKTOMN

Mukva Olatetaypeva, avacTopoUhEVa
AETITOTOXWHATIKA ayyeia pe weudobnAsc.
Amoucia atumiag Twv evoodnAlakwy
KUTTAPWV

Hornick, Practical Soft Tissue Pathology, 2019



AvaoTtoHOUHEVO algayyEeiwpa
EvAAlkeg > maidia

Juvnbwce veppoc kat omoBomepitovalo, emiong M'EX, Amap, 0éppa,
HaAQKA popla, YEVVNTIKO cuothua

AoBLWONG APXITEKTOVIKN
Avactopoupeva Tpixoeldn ayyeia pe hobnail evéobnAia

<« EEwpueAikn aipgomoinon , o@aipidia vaAivng, OpouBol

EvepyomoinTtikeég petaAAacelc GNAQ i GNA14, dmw¢ ota NATIKA
VEOTTAQOpATA PE PIKPA ayyeia

Mapouocia opatptdiwyv uaAivng Kat
HEYAKAPLOKUTTAPWY

. gIR S P o - i . Sl
AoBia avacToHOUHEVWY AYYEIAKWY
XWPWVY EVIOC OKANPUVTIKOU
OTPWHATOC

WHO 2020, Classification of Vascular Tumors




Asp(pc(yysimpc( Aeppatiko Emiktnto
[MpoodeuTiKO Asppayyeiwpa

- AAMoiwor) amoteAOUUEVN ATTO GUVWOTICUEVA
dlateTageva Aspayyela

- YUuXvd o€ madld, Ke@aAn - Tpaxniog - Kuplwg og maid1a/evnAIKEG HETA
. . . , , TPpAvua
- Aeppatiko: emMIoANg Kat v tw Badel / ANAEG eVTOTIIOELG: Ap' H 82 . .
OTOPATIKY KOIAOTNTA, EVOOKOIALAKA, omoBoTepitovalo, ° AEPUA KAl BAEVVOYOVOG GTopatog

YEVVITIKN TTEPLOXN, KOpHOG - EKTaTIKa Aepgpayyeia 6To avatepo

<+ EvOokoIAlakO Aspgpayyeiwpa 3.0 amd KUOTIKO TTOU SL1ATEPVOUV TIG KOAAQYOVEG IVE
HEGOONAIWHA TOU TEPLTOVALOU KAl HIKPOKUGTIKO OLKTUWTOU XOopiou
adEvVWPa TayKPEATOG(EKPpaon MONAIAKWY OEIKTWY) ) ) ) )
- MovooTtiBo evooOnAlo xwplg atutia

+/- ONAEC
- Aeppokuttapikeg abpoicelg
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Ayyelakoi oykot pe Hobnail
evooOnAila

Hobnail aipyayyeiwpa

ONAWOEC EVOOAEUPAYYEIAKO
ayyeloevéoOnAiwpa (oykog Dabs ka)

AIKTUOEIOEG alpayyeloevooOnAiwpa
METaKTIVIKN ATumn ayyelakn aAAoiwon

Hornick, Practical Soft Tissue Pathology, 2019




Ztoxosu‘SéX ,
Hobnail- AipooionpwTtiko
IHAYYEIWUA)

- To kKaAonBeg avtiotolxo Tou AIKTUOELO0UC
algayyetoevoodnAwpatog

- Agppatikni aAAoiwon, cuvNOwC oTa AKpd VEWY avOpwV

- H otoxostdng KALVIKNA epavion Ogv eival oUTe €10IKN OUTE
amapaitntn ywa tm olayvwon

- JUMPMETPIKNA opnvoeldng aAAoiwon oto Xoplo

Awpacikn Hop@oAoyia

- Emupavelaka: ektatikoi xwpot pe hobnail
evooONALa, +/- BnAEg

Ev tw BaBel: oxXIOPOEIOEIC XwPOoL TTOU OLATEPVOUV TIC IVEC TOU
OIKTUWTOU XOopiou

Alpoppayia , aigooldnpivn, AEPPIKEC aBpoioelg

AEPPAYYELAKOG (PALVOTUTIOC

Y/ b =

ek : ) :‘j o1

‘m 8 : It R
» ) (8 AR

Acuvexng/amwy MEPIKUTTAPIKOG OTIXOG Enzinger, Soft tissue tumors 2020
Hornick, Practical soft tissue pathology 2020




Ayyelakol ‘Oykot Evolapeonc

KakonOelag

AIMATTEIOENAOGHAIQMA Tumot kata WHO 2020

Opada ayyelakwy OYKwVY He BIoAOYIKA AIKTUOEIBEC

CUUTTEPLPOPA EVOLAPESN HETAEU ' ,
AIHAYYEIWHATOC KAl -+ ONAwOEG EVOOAEHUPAYYEIAKO

AYYEIOGAPKWHATOG Kaposiform/Buccavwtd aipayyeiwpa

Tomkn umotpoTn / XapnAo
petaotatiko Suvapiko (locally
aggressive, rarely metastasizing) - Weudopuoyeveg

JUvOeTO

Zapkwpa Kaposi




Alktuocl0€g (retiform) AipayyetoevooOnAiw

N€ol eviAIKeG Kal maidid

Evtomion 6to X0plo Kat Tov umodoplo 16To, cuvnwg
OTd AKpd (KAtw)

EMPNKEIG avacTOPOUPEVOL ayYELIAKOi Xwpol 8iknv
OpPXIKOU OIKTUOU TTou emevoUovTdl amd Povo OTiXo
Hobnail kuttdpwyv pe AMa atumia, Ye eviote
HIKPEG ONAEG

IMAVIEG CUPTTAYEIG aBpoioElg euTpaPwv
£vO0ONAIaKWY KUTTApWYV

To meplBAAAOV oTpwpa cuvNOwE epavidel oKANnpuvon
AgppokutTapikn 0iNbnon, evamoBEoelg alpooidnpivng
D2-40 -/+ PROX1 +

AToucia oTiXoU MEPIKUTTAPWY

WHO, Soft tissue and bone tumors 2020
Enzinger, Soft tissue tumors 2020




ONAWOEC EVOOAELPAYYEIAKO EVO0ONAIWUA

- XTmavio veomAaopa, Kupiwg og maidld kait Bpgwn (25% o€
EVNAIKEC)

- Zuvnbwg ota akpa, Xoplo Kal Tov umodoplo 1oTo

- EKtatikoi Agpgpayyelakou TUTTOU XwPOol ETEVOUOHEVOL
amd KuBoeldeg £v60ORAIO HE GXNUATICHO
ugAosidomolnUEVwyY OnNAwyV mou emevouovTal amo
Hobnail kUttapa

- Agppayyelakog @aivotunog (D2-40+/CD34 +/-)
- AEPPOKUTTAPLKEC OINOAOCELG
- Amoucia mMEPIKUTTAPIKWY OTIXWV

- E€aipetikn mpoyvwon
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WHO, Soft tissue and bone tumors 2020
Enzinger, Soft tissue tumors 2020



2UYKpLlon OLKTUOoELdoUC Kal BnAwdoug
eVOOAEUPAYYELAKOU £vOOBNAIWUATOC

KolvO XapaKTnploTIKO N

mapouocia evOoONAIaKWY KUTTAPWY
TOIKIAOU JEYEOOUC UE HOoppOoAoyia
Hobnail

- Avooo@alvOTUTIOC: GUVEKPPAOH
CD31, CD34 (Atyotepo cuxva),
ERG kat Asppayyeiakwy
oclktwy onw¢ D2-40 (Kupiwg
oto Dabska)

- XaunAn mupnvikn atumia (6.0 amo
AYYELOCAPKWHA)




MeTakTIvVIKN Atutn ayyelakn aAAoiwon (AVL)

Emayouevn amo A/O avamntuén
ayYEIWY OTO XOpLo YE ATUTIA
XAPAKTNPLOTIKA TTOU O£V ETTAPKOUV
yla tn Olayvwon ayyelooapKwWHATOG

Amoucia eméKtaong oto umodoplo,
£VTOVNG ATUTIiag, CUPTIayoug
pHop@oAoyiag 1 avacTOHOUHEVWY
AYYEIAKWY XWPWV

"' '-." ,“ -,'5?;3’
I et AN TS

A) Zcpnvoefd

. . OTO PEGO XOPLo
AEPPAYYEIAKOC QAIVOTUTIOC

B) Mapoucia ektatikwy
AYYEIWV UE AEHPAYYEIAKO
(PAIVOTUTIO OTNV EMPAVELA
(hobnail aipayyeiwpa)

A.A: EMIKTNTO MPOOOEUTIKO
Aspayyeiwpa, hobnail
algayyeiwpa (16Topiko), Kaia
OlAWOPOTIOINHEVO AYYEIOCAPKWHA
C) Ayyelakoi Xwpol HE
evooOnAla NmMag atumiag
TTOU OLATEUVOUV TIG
KOAAQYOVEG iVEG TOU Xopiou

Juviotatat mAnpng €aipeon - 20%
gggpavion vewyv BAaBwy - omavia
eEEMEN o€ ayyEloocApKwUaA



EmOnAioc10eic ayyelakeEG AAAOIWOELC

EmOnAloc10£¢ alpayyeiwpa, emOnAIocld£g aigyayyetoevooOnAiwpa, emONAIOEIOEC
ayYEIwHatoel0€g olio, emMONAIOEIOEC AYYEIOCAPKWHA

Eutpagn evooOnAlaka KUttapa HE agpbovo KUTTapomAacuad Kal omavida
evOOKUTTApPIA KEVOTOTIIA

H evdoOnAlakn @uon Ogv €ival mavta mpoyavng
Auvatni n €K@PaAcn KEPATIVWV
Alagopikn Alayvwon: emOnAI0eId£C ocapKwpa, aAnOeic emOnAiakoi Oykol




EmOnAlocioec Aipayyeiwpa

» EvnAikeg 20 - 40 etwv, >A, 50% moAusotiakn aAAoiwon

»  KegpaAn / TpaxnAog (Kupiwc mepIwTIKA) Kal akpa (Kupiwg OAaxtuAa)/ TEOG, 00TA, CTOHUATIKA

» Mepiypamtn aAloiwon o€ xoplo Kat umodoplo, GTravia o vV Tw Babel 1oToug

Mikpd ayyeia DAeypovwong

mEPIBAAAOUY TO oUVIOoTWOoA:

KEVTPIKO ayyeiod NWGIVOPIAQ,
Agp@okuTTapa,

AN s e
M Ll T

Tumors, 5th edition. © Elsevier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tissue Tumors, 5th edition.

EmonAiosidn evoobnAia
mou TpoBAAAouUV oTOV
aQuAo - tombstone
appearance

Amoucia cagpwv
AYYEIAKWY AUAWYV

L

@ Eleavier Inc 2008 Weice and Coldbhim Enzinaer and Weice'e QRAaft Ticclie Tiimnre 5th edition



EmOnAlocideg Aipayyeiopa  EREEAEERACIEEEINIELUSC YT
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Papke, Virch Archiv, 2020




Genetic alteration (prevalence)

Neoplasm Immunohistochemical markers (sensitivity)

WWTR1-FOSB } 20% cellular

ZFP36-FOSB subtype 75% conventional subtype

Epithelioid hemangioma FOS-VIM FOS8 100% ALHE subtype
FOS-MBLNI 50% cellular 10% cellular subtype
FOS-lincRNA subtype

FOS5-(unknown)

Amoucia FOS kat FOSB avadiata&ewy otnv ayyeloAEPQPOELON UTTEPTIAAGIA HE NWOIVOPIAL
Un veomAaopatikn aAAoiwon

JuvnBotepeg ol FOSB avadlata&elg otny aturn molkiAia

Ot mepMTWOoELg EMONAL0EIO0UG alpayyelwpatog pe avaolata&elg FOS kat FOSB gpgavidovral
ouvnBEoTEPa EKTOC OEPHUATOG, OTA AKPA KAl OoTNV KUTTApoBpiOn kal atumn molkIAia

Papke, Virch Archiv, 2020




EmOnAilog10£g
Alpayyeiwpa

»Alagoplkn Alayvwon

Emeni\losldsg aupayvsnosvdoﬁn)\lwpa (01ata&n Kuttapwyv o€ X0poOEC,
amoucia QAEyHovwooug cUVICTWOoAc)

Emeni\losldsg awslocapkwua (-00 amd TO CUPTIAYEC smenNoaésg
algayyeiwpa, Evtovn atumid TwY VEOTTAACHATIKWY KUTTAPWY)

Nooog Kimura (Asp@adevonadela, abpoicelg nwolvopiAwy ce BAAOTIKA
KEVTPA)

Avoco@alvotumog: CD31, CD34, ERG, D2-40

A\

Pitfalls: ‘Exppacn EMA kat kepativev o€ éva mocGooTo MEPITTWOEWY!

Avadiata&eic FOS/FOSB - ;Evrtovn 614Xutn TUPNVIKA £K@pacn
FOSB

> Mupnvikn ék@paocn FOSB > 95% €1dIkn ( mapatnpeital o€ YeUOOPUOYEVEC
alpgayyetoevéodOnAiwpa Kat eviote otnv olwdn mepttoviitidoa

Huang , AJSP 2015, Antonescu, Gen Chrom, Cancer 2014, Llamas - Velasco,
JSP 2017




EmOnAioci0ec ayyeiwpatosioeg olio

_ N 5 oy
o, ’ ' R B
o > A ~ . : ‘ i 3
s O % sl -
/ S Y (Al
: ',’ - < ';“ _... : : \ . '.;'\. ) % o
2 ot £ i " \ )
/ 2 ,."__'v 2 ' A 5;.\
" L ¢ 4‘
. -4 L AN
- . .. . g
- ’h ‘.‘ A Q . "
- { "' ‘ .
: * w0
\'L -<

KaAd meptyeypappévo olidlo oto XOplo pE Jupmayeic abpoioelg emONAIOEIdWY KUTTAPWY HE
umepmAacia tng emoeppidag omavia evOOKUTTAPLA KEVOTOTILA
EmkaAuwn pe emBnAloeldeC alpayyelwpa: JIKTA PAEYHOVH, EVOOKUTTAPLA KEVOTOTIL

-Amroucia mupnVvikng ékgppaong FOSB 1 BeTikOTNTAC Yia KEPATIVEG

Hornick, Practical Soft Tissue Pathology, 2019



EmOnAiloc10ec aiyayyetoevoodnAiwua (E

KAIVIKA XapaKTNPIoTIKA

« EVAAKEG, I 2 A, €alpeTikd omavio os maldild

« Aépua, JaAaka popld, mveUHovag, ooTd, NTIAP - OMOIASNTIOTE EVIOMION

lotoAoyIKA eupnpata mapopola HETAEU Twv OLAPOPwWYV EVIOTOEWY AAAd N
mpoyvwon e€aptdtal amo TNV eVIOmnion

Aeppatiko EHE s€aipetiknig mpoyvwong

MveupoVvIKO 1 0oTiKO EHE 1o €mMBETIKO AMO €KEIVO TWV HAAAKWY HOpiwV

MoAUECTIAKEG AAAOIWOEIG HOVOKAWVIKEG === LETACTACEIG

¢ JUVOAIKO HETACTATIKO OUVAMIKO 21%, Toocooto Bvntotntag 17%

Hornick, Pr
WHO, Classification of Tumours:




Clinical features of EHE by primary site

Soft Tissue  Bone Lung Liver
Age at Wide range; Wide range; Wide range;
presentation mean 48 second mean 40 years mean 40-45

years decade years
Sex F=M F=M F=M(2-3:1) F=M(1.5:1)
Solitary vs. 60% 90% 85% multifocal
multifocal multifocal multifocal;

75% bilateral

Metastaticrate = 20%-30% 20% 35%-45%
Mortality rate 15% 20%

F, Female; M, male.

Hornick,




EHE - lotoAoyika supnpata(l)

« 2 40-50% ox€on PE HIKpoU/peyalou yeyEBoug ayyeio, Kata Kavova
PAEBA = (PUYOKEVTPN avantuén otov mEPLE 1OTO

v AYYEIOKEVTPLKO TTIPOTUTIO HN EPPAVEC 0To OEppatiko EHE

« ApxEyovn ayyelakn olagpopoTmoinon HE T HoPYn EVOOKUTTAPIWY AUAWY
- oTavia JEYAAol ayYELaKOl XwpPOoL OTNV TEPIPEPELA TOU OYKOU

v'EvOokuTttdplol auAoi pe e€ayyelwpeva epubpa, oxt BAEvvn (6.0
amo adevoCa)
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EHE - lotoAoyika supnuata ()
- _®

S
14 14 14 14 4 \.‘.).’ : b’
* EmONALI0€10n N EAa@pa ATPAKTOHOPPA VEOTAACHATIKA . 2
KUTTAPA HE NWOLVOPIAO KUTTAPOTAACUA Kal HIKPO - 2.3 \
TUDH T
pAVIO 25
L
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« AvaocTtopoupeveg XopOEG EVTOG HUEOUAAOEIGOUG 7 e ST
OTPWHATOG ToU £VOUIleL XxOVOpo 1P SR

« EAaxiota @Aeypovwon kuttapa (6.0 amo emONAIOEIOEC
algayyeiwpa)
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EHE - Avooow@alvotumog Kal HoplaKa gupn

« EvooOnAiakoi dgikteg: CD31, CD34, Fli-1, ERG i
v'CD34 +/- .
’ ’ ’ ’ r . .
» '‘Ekippacn Kepativwy, gviote dlaxuta, oto 25-50% 2N
14 14 “‘
v'EMA omavia B€Tiko e .Q
. &
, , Y
* D2-40 + o€ eva MOCOOTO £
o ;o , 0;.‘ -
» 50% SMA+ ota veomAaocpdtika Kuttapd D
kL
« Alaxutn mupnVvikn €kppaocn CAMTA-1 emi mapouciag WWTR1- . f.
CAMTA1 cuUvtnéng (85-90%) g
! '
v'TFE3 eviote BeTiko emi CAMTA-1 avaélataﬁng “ %
| g TG . — -2 S ,
- .~ e v ' - - \“& 2 C‘G) - -
-~ V' - “.' % ""'.:." i q‘;ff o J-' J&‘s‘f! .u"z ‘
B B - e o ""/f"ﬁr't‘ res i @ o, #
3 ;'3 % E R : AR Rl 315 f:;;té;) e e ol } =y
-.2 - N ~ _.o = 5 \\ ..( = —:’ . . ,7-,.{} ‘:.,‘ﬂ:,?..-?z: :;,}\:) ‘_:‘* L]
. e e “ﬁi"' = g Se_ Wilaa W™
Tt iy 8 - P, T RECE 20N
Y- . 4 o g oT *- - - ﬁ {~' e " Q
e e, Y T S R
1 > . - . L = A ™ s 'q‘_}- .
B s 2L e Y o) AR
et 2 el el ~<a L“':Yga:"g-"ig;’g’}:;-:{ ° 73

.

= = " s .. ‘ x 9 O 57,9 :_,"
: - “w : -, S W L, r ;’* 5 ©
CAMTAT1 BT P o 1CD31 | AR S g S



Neoplasm Genetic alteration (prevalence) Immunohistochemical markers (sensitivity)
WWTRI-FOSB ]_ 20% cellular
ZFP36-FO58 subtype 75% conventional subtype
Epithelioid hemangioma LOSVIM £038 1 100% ALHE subtype
| FO5-MBLNI 50% cellular 10% cellular E-I.It.'rt'yl’[]E'
FOS-lincRNA subtype
| FOS-{unknown) _
Composite PTBPI-MAML2 (rare) Synaptophysin (subset of aggressive cases;
hemangioendothelioma EPCI-PHC2 (rare) ' unknown sensitivity overall)
Pseudomyogenic SERPINEI1-FOSB (7 55%) FOSB (nearly 100%)
hemangioendothelioma ACTB-FOSB (7 45%)
Epithelioid WWTRI-CAMTA1 (B5%) CAMTAL (85%)
hemangioendothelioma YAP1-TFE3 (5%) TFE3 (5%)




» Am J Transl Res. 2020 Aug 15:12(8)4561-4568. eCollection 2020.

Fluorescence in situ hybridization for WWTR1-
CAMTAI1 has higher sensitivity and specificity for
epithelioid hemangioendothelioma diagnosis

Panpan Yang 1, Shan Zhang 1, Chaowen Yu 2, Wentian Yan 1, Ningning Yang 1, Nan Li %,

Yuchen Huang = Hongchun Chen o Zhaogen Cai 1, ¥an Zhao 1, Yanzi Qin _J HXiaomeng Gong
1

1
Zhenzhong Feng

Affiliations -4 expand
PMID: 329213529 PMCID: PMCT7476104

Tumor Type Toisl  CAWIAL Chai  CD34  FLM  ERG
Cases Positive  Positive  Positive  Positive  Positive
Epithelioid hemangicendothelioma 15 12 15 15 15 15
Epithelicid hemangioma 1 21 1 1 1 1
Epithelioid angiosarcoma 5 - 4 2 4 5
Epithelioid sarcoma 6 2 2 1 2 1
Pseudomyogenic hemangioendothelioma 2 O 1 0 2 2
Malignant melanoma 15 O 3 7 4 2
Malignant mesothelioma 8 0 2 2 0 Q

12/15 EHE positive for CAMTA1 expression (sensitivity 85.7%)
/37 histologic mimics positive for CAMTA1 expression (specificity 84%)

ISH for WWTR1-CAMTA1 fusion probe positive in 14/15 EHE but in none of the histolo
ensitivity and specificity 100%)
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*  ATPAKTOKUTTAPLKN CAPKWHATWON HopwoAoyla

« NeEkpwon

Opototnta He emMONAIOEIOEG AYYEIOCAPKWHA
v Alatiipnon eotiwy tumikou EHE

Méye0o¢ >3cm Kal pitwoelg (>3/50 H.P.F)
xetiovral pe emMOETIKA BIOAOYIKN CUUTIEPLPOPA

ATUTTd LOTOAOYIKA XAPAKTNPIOTL

<10% EHE ep@avilouv atuma 1otoAo
XAPAKTNPIOTIKA ( MUPNVIKO TAEIOHOP
mupRvio,| HITWGOELC)




EHE - Atagopikn Atayvwon (1)

* METAOTATIKO AOEVOKAPKIVWHA > (evOoBnAlakoi OEIKTEC)

* YYnNANG KakonOeiag puEocldeg AIMocApKwpa —— (evO0ONALAaKOL OEIKTEG -
mpotumo,AtmoBAdcteg S100+)

* 'EEWOKEAETIKO HUEOEIOEC XOVOPOCAPKWHA » (evOoOnAlakoi OlKTeG - AoBL
TPOTUTIO, ATPAKTOHOP@A KUTTAPA 0€ OLKTUWTO TTPOTUTIO)

« EmOnAL0€10£¢ oapkwpa ——(CD31 -, anwAela INI1 i omavia BRG1)

Hornick, P,



EHE - Differential diagnosis ()

Epithelioid Epithelioid Epithelioid Epithelioid
Hemangioma Angiomatous Hemangioendothelioma® Angiosarcoma
Module
Architecture Well-formed Exophytic Cords, strands, and sinEle Solid sheets,

Margins

Cell shape

Cytoplasm

Intracytoplasmic

vacuoles

Inflammatory
infiltrate

Muclear atypia

Mitotic figures

vessels

predominate;
focal cordlike
or solid areas

Circumscribed

Cuboidal to
hobnail
Eosinophilic
To
amphophilic

Occasional

Prominent

Absent to mild

Rare

nodule; solid
sheet of
endothelial
cells

Circumscribed

Plump,
polygonal
Eosinophilic
To
amphophilic

Occasional

Mild to
moderate

Absent to mild

Variable

cells

Infiltrative

Plump polygonal, oval, or
stellate

Pale pink, glassy

Frequent

Absent

Mild to moderate

Rare/infrequent

cleftlike
spaces, and
large, irregular
vascular
channels

At least focally
infiltrative

Plump,
polygonal

Eosinophilic to
amphophilic
Variable
Variable
Moderate to

severe

Frequent




*» Mod Pathol. 2021 Dec;34(12):2211-2221. doi: 10.1038/s41379-021-00879-7. Epub 2021 Aug 11.

YAP1-TFE3-fused hemangioendothelioma: a mulrti-
institutional clinicopathologic study of 24
genetically—confirmed cases

lasephine K Dermawan 1, Elizabeth M Azzato L, Steven D Billings 1, Karen J Fritchie 1,

Sebastien Aubert 2. Armita Bahrami 3, hMarta Barisella 4, Daniel Baumhoer > , Veronika Blum '5,

Beata Bode 7, Scott W Aesif 1, Judith V M G Bovée 8, Brendan C Dickson 2, Mari van den Hout 19
David R Lucas 1%, Holger Maoach 12 Gabriel Oaxaca 1, Alberto Righi 13 Raf Sciot 1%,
Vaiyvapuri Sumathi ¥, Akihiko Yoshida 1%, Brian P Rubin 7

Affiliations <4 expand
PMID: 34381186 DO 10.1038/s41379-021-00873-7

- Female preponderance; wide age range, often seen in young
patients

* Most common in the soft tissue(50%), followed by bone, lung
and liver

Multifocal presentation in 2/3 of cases

year PFS 88%, 35% of patients alive without disease

Despite multifocal and/or metastatic disease >47% of patients survived many years

roposed to be categorized as a distinct entity rather than a molecular variant of

1.0+

D.Q-'.l—i
0.8+
0.7+

0.6+

0.5

0.44

0.3 4

Dhis ease-specific Survival Probability

0.2 4

0.1+

u u i ] | T T i T |
0 50 100 150 200 250 300 350
Time (maonths)

Survival outcome in patients with YAP1-TFE3 hemangioen-
dothelioma. 5-year (60 months) progression-free survival probability

is 88%.




Differential Diagnosis of YAP1-TFE3 fused E

*» Mod Pathol. 2021 Dec;34(12):2211-2221. doi: 10.1038/s41379-021-00879-7. Epub 2021 Aug 11.

YAP1-TFE3-fused hemangioendothelioma: a multi-
institutional clinicopathologic study of 24
genetically—confirmed cases

lasephine K Dermawan 1, Elizabeth M Azzato L, Steven D Billings 1. Karen J Fritchie 1.

Sebastien Aubert €, Armita Bahrami . Marta Barisella %, Daniel Baumhoer °, Veronika Blum ©,
Beata Bode 7, Scott W Aesif 1, Judith V M G Bovée 8, Brendan C Dickson 2, Mari van den Hout 12,
David R Lucas 1, Holger Moch 12, Gabriel Oaxaca *, Alberto Righi 13 Raf sciot 14,

Vaiyvapuri Sumathi 1®, Akihiko Yoshida 1%, Brian P Rubin 7

Affiliations <4 expand
PMID: 34381186 DOI: 10.1038/s41379-021-00879-7

Other neoplasms harboring TFE3 gene rearrangements

« PEComa (myomelanocytic phenotype - absence of vascular markers)
« Xp11 translocation - associated renal cell carcinoma (absence of vascular markers)
 Alveolar soft part sarcoma (absence of vascular markers, presence of ASPSCR1-TFE3 gen
« Conventional (CAMTA1 rearranged) EHE (CAMTA1 + 92% of cases)

» Epithelioid angiosarcoma (marked atypia, mitotic activity, necrosis)




Ziykpion WTR1- CAMTA-1 (a.b) SRR
kat YAP1 - TFE-3 moikiAiwyv (c,d) EHE ;1‘,’;-\;,,, ﬁ,‘;»,

loTOAOYIKA XAPAKTNPICTIKA EUPAHATA GE b ;T-;"“":,;(? o & N
EHE pe YAP1-TF3 ocuvtnén:

- Em®nAwosdn kuttapa pe agodovo
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> Am J Surg Pathol. 2021 May 1;45(5):616-626. doi: 10.1097/PAS.0000000000001660.

Clinicopathologic Characterization of Epithelioid
Hemangioendothelioma in a Series of 62 Cases: A
Proposal of Risk Stratification and Identification of a _ -
Synaptophysin-positive Aggressive Subset

o
a

Takahiro Shibayama ! Naohiro Makise 2, Toru Motoi 2, Taisuke Mori T, Mobuyoshi Hiracka _|
Kan Yonemori # 2, Shun-Ichi Watanabe ©, Minoru Esaki 7, Chigusa Morizane & 3,
Tomotake Okuma 2, Akira Kawai 12 3, Tetsuo Ushiku <, Yasushi Yatabe 1, Akihiko Yoshida 1 2

Cumulative Overall Survival
o

Affiliations 4 expand
PMID: 33729740 DOL 10.1097/PAS.0000000000001660

o
LY

» 62 cases of EHE with CAMTA1/TFE3/WWTR1 alterations 00+

v'CAMTA1 subtype 59/62
v'TFE3 subtype 2/62
v'Variant WWTR1 (WWTR1- ACTL6A) subtype 1/62

*35.5% (22/62) of cases atypical histology: at least 2 of the following 3 features

v'High mitotic activity (1/2 mm?2 ) [ may be applied to needle biopsies]
v'High nuclear grade (enlarged nuclei, prominent nucleolus)
v'Coagulative necrosis



Clinicopathologic Characterization of Epithelioid Hemangioendothelioma in
a Series of 62 Cases: A Proposal of Risk Stratification and Identification of a
Synaptophysin-positive Aggressive Subset
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08

A Proposed System for Risk Stratification of EHE
Risk Factors Seore

06 Intermediate
Low

Tumor size (mm)
< 30 ]
= 3
Histology
Typecal
Atypical®
Risk category Total score
Low

Intermediate
High

*Arypical listology s defined as having at least 2 of the following 3 findings:
mitogis > /2 mm”, high nuclear grade, and coagulative tumor necrosis. Any umor T T T T T T
histodogy that does not meet these critersa 15 consadered typecal. 0 50 100 150 200 250

Months
» Large tumor size (>3cm) and histologic atypia the only parameters signific

an
with shorter survival ( univariate and multivariative analysis) —

—

04 -

=
Cumulative Overall Survival

High P < 0.001
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Case Reports > Genes Chromosomes Cancer. 2020 Jul;59(7):389-395. doi: 10.1002/gcc.22839.
Epub 2020 Mar 20.

Variant WWTR1 gene fusions in epithelioid 3,
hemangioendothelioma-A genetic subset associated .
with cardiac involvement g
e
Albert ] H Suurmeijer 1, Brendan C Dickson 2, David Swansen 2, Yun 5 Sung 2, Lei Zhang 3, ‘.

Cristina R Antonescu 2

Affiliations 4 expand >
PMID: 32170768 PMCID: PMCB258701 DOL 10.1002/gcc.228359 e - 4
-
 Asubset of EHE cases contain novel e
WWTRT1 fusions partners including MAML2

and ACTL6A

« Variant WWTR1 EHE shows a striking
predilection for cardiac presentation

« ACTL6A is a subunit of the SW1/SNF
complex and enhances the transcriptional
activity of nuclear YAP/TAZ by inhibition of

YAP proteosomal protein degradation Morphologic spectrun
with WWTR




Comparative Study  » Mod Pathol. 2020 Apr;33(4):591-602. doi: 10.1038/s41379-019-0368-8.
Epub 2019 5ep 19.

Prognostic stratification of clinical and molecular
epithelioid hemangioendothelioma subsets

Evan Rosenbaum 1, Bhumika Jadeja 2, Bin Xu 2, Lei Zhang 2, Narasimhan P Agaram 2,

William Travis #, Samuel Singer 2, William D Tap 1 4, Cristina R Antonescu 3

1.0
Affiliations 4 expand YAP1-TFE3 fusion
PMID: 31537895 PMCID: PMC7228463 DOI: 10.1038/541379-019-0368-8 o
« Secondary genetic alterations in >50% of the oe
cases
04
« Conventional CAMTA-1 rearranged EHE less . WWTR1-CAMTAT1 fusion
favorable outcome (59%) compared to YAP1- |
TFE3 rearranged subset (86%) oo
0 50 100 150 200 250 300
ultifocality, pleural involvement, lymph node Follow up period (months)

r distant metastases associated with a
ignificantly worse outcome



ATPAKTOKUTTAPIKEG AYYEIAKEG AAAOIWOEIG

ATpaKTOKUTTAPIKO alpayyeiwpa, Kaposiform aipayygloevéoOnAiwpa, cdpkwpa
Kaposi, YeudopuoyevEG alpayyeloevooOnAiwpa, £€va moocooto
AYYEIOCAPKWHATWY

H ayyelakni @uon gival mpo@avng 6To atpAaKTOKUTTAPIKO dljayyEiwpa
A/O: Un ayyelakoi OYKol yid TIG UTTOAOITTIEG OVTOTNT(

2tolxeia ONAWTIKA €v80ONAIaKAG O1apopPOoTToincNG: CUHUTIIEGHEVOL AYYEIAKOI
auloi, e€ayysiwpéva epubpad, aigooidnpivn Kal evOOKUTTAPLIA KEVOTOTIA

Avoooiotoxnpueia yia HHV-8 emBeBaiwtikn o.Kaposi kai yia evéoOnAiakoug
OclKTEC amapaitntn yia tn olayvwon YeudoUuoyevouUg
algayyeloevooOnAwpatog




ATPAKTOKUTTAPIKO Alpayysiwpa

- EBswpeito tumoc aluayyeioevoobnAiwpatog

- Ymodopia aAloiwon cuvibwg ota akpa
VEWYV ATOHWYV, XPOVOAOYOUHEVN CUXVA ATIO
ETWV

- Eviote ota mAaiola ouvdpopou Maffuci,
Klippel - Trenaunay

- 50% gvOoayyelakd, mTOAAATAQ, UTTOTPOTIN
60%

Awpaoikn aAAoiwon

- INPayywoEeG OTOIXEIO v

(AETTTOTOXWHATIKA AYYEia Y ATTOTAQTUGHEVO
ev00OnAlo- mepiKAglouv BpopBouc n pubpa)
- Kaposiform otoixeio ¥ %

(oTpoyYUAd n emBnA0e1dn KUTTAPA pE

£VOOKUTTAPLOUG aUAOUC 1 KEVOTOTILA) ¢

*  Moplako eUpnNHa :cUXVN Tapoucia
(IDH1>lAH2) petaAa&ewy 0TI oMOPASIKEG
Kal GUVOPOUIKEG TEPITITWOEILG

(Ten Broek, 2017)
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ier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tissue Tumors, 5




2apkwua Kaposi

MoAveotiakn HHV-8 emaydpevn
ayyelakn umepmAacia

H Aoipwén pe tov HHV-8 gival
avaykaia aAAd oxi ikavi cuvenkn
yla tTnv yéveon twv BAaBwv

kakonOsiag(WHO 2013) 0 » a‘ | = HHV-8 LANA

Oewpeital O0YKOG oplakng

p X YEVIKEU[.IE'VO GC'IpK(Dl.I(I Kaposi © Elsevier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tissue Tumors, 5th edition.

nmpoocBoAn M EX, mveupova, , ,
AEPPAdEVWY * KAwikeg popeeg \

-KAaooikn: Amag BIOAOYIKAG CUUTIEPIPOPAC OEPHATIKEG
aAAOIWOEIG O NALIKIWHEVOUC acOeveic MECOYEIAKNG KATAYWYNG,
A>T, avw akpa (10% omAaxvikn/BAevvoyovikn TpocBoAn)
-Apikaviko evonuiko: Amag BloAoylkng ocupmepipopdg, HIV -
maldld Kat eVAAIKEG, OEPHATIKN VOOOG, TOMIKA EMIOETIKA KAl
YEVIKEUHMEVN Agpgpadevomadntikn Hopyn

-latpoyeveg: AMOTEAECHA AVAOCOKATACTOANG

-Emonuiko: oxéon pe AIDS (TTA€ov emMOETIKO)

Hornick, Practical Soft Tissue Pathology, 2019




Yapkwpa Kaposi

» 2Xtddlo KnAidag

- Avactopoupeva plkpa ayyeia
MEPLE EKTATIKWV AYYEIWV 1
eEAPTNHEVWY OTO XOPLO -
OlATEPVOUV TIG KOAAQYOVEG
IVEG

- Amoucia
a&loAoyng atuTiag
- ATPAKTOHOPPWY
KUTTAPWV

Mapoucia Asp@oKUTTAPWY,
TAAOHATOKUTTAP WYV

» Xtadlo MAAKag

Apxopevn avantuén
ATPAKTOHOPPWYV
KUTTApwYV TEPLE
UTTEPTTAQOTIKWY aYYEIWY

E€ayyelwpéva epubpq,
EPUBPOPAYOKUTTAPWON

Jpatpidia uaAivng (PAS+)
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» Ztadio olou

. I'Isplysypapgévo
KuttapoBpiBEg olidio
TTOU TEPIKAEIEL OEOHEG
ATPAKTOHOPYPWY
KUTTAPWYV HE EAAXIOTN
TTUPNVIKN atuTTia

- E€ayyesiwon epubpwv

- Ewova «tpumntou» - slit-
like auAwv

- Awatetapéva Aepayyeia
oTnV MEPIPEPELT

- Agpgokuttapa,
mAacpatokuttapa,
o@aipldla uaAvng

Avocopalvotumog
- CD31, CD34, D240+
- HHV-8 (LANA) +

> Ymeptepei Evavtl
PCR

» Xmdvia os
avTiopacTIKn
ayyeloevoodnAlw-
pHAtwon Kal
AYYELOCAPKWHA OTO
£0aocAIDS
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S g DR \s:;"‘;?’. "%/, © Elsevier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss'’s Soft Tissue Tumors, 5th edition
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Weudopuoyeveg alpayyetoevooOnAiwpa(A)

5 | *lMpoBaAAouca oudetepo@IAIkn 0nBnon (50% twv

- Amouocia ayyelakng '5{‘{ TMEPUTTWOEWYV)
/4 T “NTYND D 17 V) Py p X 2
6lacpopon01n’ong’ o€ .;_:’, ERS ,f;%@»:)# ;:ﬁ:qb Laf: =
S Tess ol ATk ) PNy e ti2e
HOPPOAOYIKO £TMiTESO I 7 Galhaid 2 .
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- 'Eva n mepiocotepa(2/3 twv oy Nerty
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umooopta odidla, cuvnbwg ota ST SR ER
z . W, 175 { ‘.jd"'qa' *f'.'“\: :o" ,A.' 2
aKpa Z K F L Pt 4 F oo PR S e
HwotvogiAa atpaktopop@a Kat woeldn KUttap

LX) L4 14 o
EvdopUIKs::g aMow,ooslg oTO 50? 3 xahapéc Béoiec
KAl OOTIKEG AAAOLWOELG 010 20% = w2 5% P
KATA TOV ATEIKOVIOTIKO EAEYXO "‘;Q‘:;i\f}:%?{;‘;:i_;—*: e

60% TOTIKN UTTOTPOTIN OTa
TPWTd £TN

AinOntikn avamtuén

e




Weudopuoyevecg aipayyetoevoodnAiwua(B)

- Avoocopalvotumoc:

-CD31 + (50%), Fli-1, ERG+, Keratins +, SMA
gotiaka (+30%)

-MNF-116, EMA, $S100, CD34, Desmin -

*Movov n €vtovn Kat oitaxutn FOSB Bstikotnta Oa
mpEMEl va eKAapuBavetatl wg 0gtikn (100% twv
TMEPIMTTWOEWYV)

Ker AE1/AE3

Moplaka supnpata: SERPINE 1 / FoSB cuvtnén (55%)
Kat ACTB / FOSB cuvtnén (~45%) mo gpeavng os
HOVAPEIG BAABEG = TTUPNVIKN EKQPAGCH

A/0: EmOnAloc10eg oapkwpa (INI - R BRG -),
kakonBeig emBnAloe1deig ayyelakoi oykol (CAMTA1
yia EHE f AatuTia oTo ayyslocapKwpa), HUOYEVEIG
OyKol (MUOYEVNG cpalvownog, amoucia evooOnAlakwv
OEIKTWY), 0lwong mepitoviitic (amoucia evoodnAlakwyv
OEIKTWY)

B NS

Hornick,



Ouoocavwto ayysiwpa/ Kaposiform ayyegloevdodnAiwpa (eviaia
ovtrotnta kata WHO 2020)
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AoBla TTUKvVA O1ATETAYUEVWY HuiceAnvoeidn dlatetapéva
TPIXOEIOWYV OiknV AEpayyeia otv mepPEpPELA
“cannonball” Y¢ TwV AoBiwvie ¥

Hornick, Practical Soft Tissue Pathology, 2019
WHO 2020, Classification of Soft Tissue and Bone Tumors

Maidia, TpaxnAog/avw Koppog >
akpd, ouvnOwc peyaio HEyeBog

ZuvoEetal pe ouvopopo Kasabach
Meritt

AepUATIKEG AAAOIWOELG, oTIavid
uTod0pla EMEKTACHN = MPOTUTIO
BucoavwTtou ayyelwHatog

Ev tw Badel 1otoi~> KAacoiko
npotumo Kaposiform
algayyeloevoodnAiwpatog

ATPAKTOKUTTAPIKO OTOIXEIO HOVOV
oto mpotumo Kaposiform
aigayyeiovoeodnAiwpatog

Amoucia Glut1 = 6.0 amo VEAVIKO
algayyeiwya




Ouocavwto ayyeiwpa/ Kaposiform ayygtoevooOnAiwpa
KAaooiko mpotumo Kaposiform ayy&gloevooOnAlwpatog

. . . XaAap€g OEOUEG
EmkaAuywn 16TOAOYIKN HE CAPKWHA ;
Kaposi (HHV-8 - ) dtpAKTOoHOpP WY
KUTTApWV ToU
Agp@ayyelakog patvotutiog agopilouv
, , , OXICXHOELIOEIG
Moplaka eupnuata: petaAAa&n GNA14 XPOUC

= 2 Zeaipidla
g UaAivng

Papke, Virch Arch, 2020
Hornick, Practical Soft Tissue Pathology, 2019
Enzinger and Weiss,Soft Tissue Tumors, 2020
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Alatetapéva
1 Aeppayyeia
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ier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss'’s Soft Tissue Tumors,



Papke, Virch Arch, 2020
Hornick, Practical Soft Tissue Pathology, 2019

Z l’J ve ETO A l ” GYY E lo EVG o e n A iw ” a Enzinger and Weiss,Soft Tissue Tumors, 2020

NeomAaopa amoTtEAOUHEVO ATO TEPICOOTEPO ATIO Eva
OTOIXEIA TTOU avTIoToIXoUV 6€ KaAonon n Kakonon
ayyelaka veomAdopata

Juxvotepa: OLKTUOELOEC AE, emBnAtlosldc AE, A
ATPAKTOKUTTAPIKO Alpayyeiwpa

JuvnNOwc anw akpda, onaviotepa dAAsC B£oelg
(yAwooa, Asupadeva)

TOTKEG UTTOTPOTIEG, OTTAVIA AEPPADEVIKEG HETAOTAOELC

‘Ek@pacn VEUPOEVOOKPLVIKWY OEIKTWY = EMOETIKN
BloAoykn cupmeptpopa (Perry, Mod Pathology 2017)

50% D2-40+/CAMTA-1 -

PTBP2 - / MAML2 kat EPC1/PDC2 ATpAKTOKUTTAPIKO
oUVTNEN OE OPIOHEVEG dipdyyetwpd
HE VEUPOEVOOKPIVIKO (pALVOTUTIO AIKTUOEI0£G

MEPUTWOELC alpgayyeloevooOnAiwpa



Ayyslocapkwua (A)

KakonOeig Oykol hE ayyElakn N AsP@ayyelakn dlagpopomoinon
A>T, Ttwxn MPOyvwon

2-4% TWV CAPKWHATWY TWV HAAAKWYV Hopiwv

>50% OeppaATIKA: Ta AoITd o€ £V Tw Babsl paAaka popila, paocto, ootd, omAdaxva

Tpeic KAIVIKEC HOPWEC

1- Acppatiko: (a) omopadiko (Ke@aAn/tpaxnAog nAKIwHEVOL acOeveig), (B)
oxeTI{OpPeVO PE Aspoionpa (1aTPOYEVEG, CUYYEVEG, TPAUHATIKO, 1010TTafEg, AOYyw

@lAapiaong ), (y) HETAKTIVIKO

2- Ev tw BaBel palaka popla: KUpiwg omopadiko, A>IN, akpa, omoOonepitovaio

3- Tou pactou: (a) npwtomabseg (Mapeyxupatiko)(MPOoTIPNoN Yia VEEG YUVAIKEG), (B)
devutepomabeg (Oeppatiko), oXeOOV AMOKAEIOTIKA OXETI(OUEVO HE aKTIvoOepameia

Hornick, Practical Soft Tissue Pathology, 2019




AyyelocapKwpa - loToAoyiKa XapaKTnploTIKA
Ayyelako

- Grade aveu MPOYVWOTIKNAG
onpaoiag

- E€aipetika nma 16toAoylkn
£1IKOVA GE OYKOUG XapnAou _ e _
grade ¢ i Al moae Y e A T AYYEIAKO TTPOTUTIO HE

| | o ML e 8 dtuma evéo0nAia mou
OlATEUVEL TIG KOAAAYOVEG

e P E— "' KOAAQYOVEG iVEC
A£pPATIKO AYYEIOCAPKWHA HE
EMEKTAON OTOV UTTOAOPLO LOTO

JUUTIAYEG TPOTUTIO



AyyelooapKwpa - loToAoyiKa XapakKtTnploTiKd

EmOenAiosion

- KuttapoAoyikd XapaKtnploTiKd
T ATpakToKUTTApIKA

EmOnA10€10£C ayyElocApKwUA

A/0: Kapkivwpa, emONAIOEIOEC CAPKWHA, HEAAVWHA, AEPHPWHA

« 30 - 50% ekgppdalouv KepATIVEC

« H mAsloynpia twv ayyElocapKWHATWY TWV HAAAKWY Hopiwy ival emMOnAL0I0n,
CUPTIEPIAAUBAVOPEVWY EKEIVWY TTOU avanmtuooovTal oTo £€0a@og OYKwY amo Td
EAUTPA TWV VEUPWV (0 avtiBeon pe ta OepPATIKA KAl TOU HacTou)

ATpAKTOKUTTAPIKO

ayyEl00dpKwHA g

DA/A GAAa capkwpatda,
HEAQVWHA, KAPKIVwHa

JuvNOwC OEPUATIKO



METAKTIVIKO ayYyEI00dpKwWUd

- Eppaviletal cuvnOwg oto dEpua
katomv A/© yia Ca pactou
(oxeTIKOG Kivouvog 0.3%) n
AaAAouG OYKOUG

- E€aipeTika omavia €vtog tou
padikou adEva, o€ v Tw BAbel
HaAakd popla np omAdxva

- Alapeon AavOavouca mepiodo Y

P

S |

IXICHOEIOEIC XWpPOol
EMEVOUOUEVOL ATTO EvTovad
datuma vooOnAia

- N
Aindnon méPLE mpolimapxoviwy
mopwVv paldikou adéva

(|
Alaxuta oIndnTiKO ayyEloodpKwHaA
HE “abwa” 16TOAOYIKN EIKOVA




AyyelooapKkwua - Moplaka eupnuata

Evioxuon/unepek@paon MYC og dsutepomadbeg
(METAKTIVIKO N OXETI{OHEVO HE AEHPOIONHQ)
AyYEIOCAPKWHA

Atmoucia MYC oe atumn ayyelakn aAAoiwon

Yuvevioxuon FLT4 kat MYC oto 25% twv dsutepomadwy
AYYEIOCAPKWHATWY

MetaAAa&én KDR n PLCG1 oto 60% twv
AYYEIOCAPKWHATWY TOU pactou, aveEéaptnta A/© n MYC
gvioxuong

KDR petaAAaén, PLCG1 pyetaAAa&n kai FLT4 evioxuon
apoiBaiwg e€alpeTEEC

PTBPR petaAAdaén oto 50% twv MYC+ ayyEl00apKWHATWY

CIC avadiata&én/petaAraén oto 10% twv
ayyelocapkwpatwy (ouxvn ayyelakn diagopomoinon,
emMONAI0€10NG Hop@oAoyia, VEa nAlKia, TTwXxn MPoyvwon)

Hornick, Practical Soft Tissue Pathology, 2019
Papke, Virch Arch, 2020
WHO 2020, Classification of Vascular Tumors
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nEplC(YYEl(IKd “V PR ; , § Owheeg

§ OHOLOHOPPWY

NeomAdaopata - ‘Oykog IR SRR LR Slauyooy
’ p i RN SONER AR S KUTTAPWY TTOU
Ayyelakng ToAutng (glomus  PUSEe s S m sl s

Kakon VK KD AUTT

tumor) *.}; e Tpwxoeldn ayyeia

MECEYXUHATIKO VEOTTAACHA TO OTOI0
TMEPLKAEIEL KUTTAPA TTOU
mpooopolalouy ota TPomomolnpUEva
HUTKA KUTTApa TNG (PUGIOAOYIKNAG
AYYEIAKNAG TOAUTING

Juvnbwg umovuxia pubpokuavn
emwouvn aAdoiwon, P.0. < 1eK.,
omaviotepa og AAAeC BEDELG

>A o€ utovUxieg BAABEG

‘Evtovn mupnVvIKN atumia i mapoucia
ATUTTWV HITWOEWY ONPAYYOSOUC QlLILAYYELHATOC g
ATPAKTOKUTTAPIKO OECHIOWTO N S, G, e g, ¢

OTPOYYUAOKUTTAPIKO VEOTAACHA Ng

W

BRAF kat KRAS petaAAd€elg o€ Eva
TOCOOTO TMEPITTWOEWY

2xeon BRAF petaAAagng ’
TG Rt Ul | AOHAYYEIOTEPIKUTOHA:

TPOTUTIO



MuoTepiKUTWUA

- KaAoneng meplayyelakog HUOEIONG OYKOG

- ZUuvAOwcg eviAIKeG (A > ), ox€on pe EBV emi
AIDS

- Xopio i umodadplo, cuvibwe ota akpa,
omavia £v tw BAOeL 1otoug

- KaAd mepLyeypapHEVO, UN EYKAYWHEVO

- ZUYKEVTPIKA, TToAUcTOBN avamtuén
OHOLOHOPPWY WOEIOWY / ATPAKTOHOPPWY

KUTTApWYV TEPLE HIKPWV ) EKTATIKWV
ayysiwv

- X€ PHEPLKEC TEPITITWOELG EVOOAYYEIAKN
EVTOTMION

- EmkdaAuyn pe ayyeloAslopiwpa Kat
alpayysiwpa

YBPIOIKEG TTEPITTWOELG:

YAOLIQYYEIOHUOTIEPIKUTWLIG Avooo@alvotumog: Amoucia mANPouUg Agiou PUTKoU gatvotutou (SMA+,

h-caldesmon+, Desmin - (1) eoTlakd +)

WHO, Soft ti



Mnvupata yia to Zmitl

To emOnAl0€10£¢ alpayyeiwpa xapaktnpiletat

amo cuvodo (PAEYHOVWON CUVIOTWOd (NWOIvOoPIAa) Kal cuxvd ep@avidel
EKppaon emOnAlakwy OEIKTwY - dlapetadeon FOSB ocuvdualetal pe atuma
XAPAKTNPIOTIKA

TO ATPAKTOKUTTAPIKO AlHAYYEIWHA TTPOOBAAEL VEOUG EVAAIKEG KAl EXEL
XAPAKTNPLIOTIKN O1pactkn HopwoAoyia (onpayywong - Kaposiform cuvictwoa)

Hobnail evooOnAia xapaktnpilouv To 6TOXOEIOEC AIJAYYEIWHA KAl TO
EVOOAEUPAYYEIAKO KAl OIKTUOEIOEC alpayyEeloevooOnAiwpa

To WYeUBOHUOYEVEC alpayyeloevooBnAiwpa MIPEiTal pn ayyelako veoTTAaopa Kat
xapaktnpiletal amo EK@paocn Kepativwy, amoucia Ekppaonc CD34 amouocia
AYYEIAKWY AUAWYV KAl OUXVA MOAUECTIAKN avamtuén




Mnvupata yia to Zmitl

XapaktnploTiKa eupnpata yia tn oiayvwon capkwpatog Kaposi amoteAouv
< Td TAaopatokuttapda
< n e€ayyeiwon epubpwv

» TA CWHATIA UaAivng
< TIUPNVIKN €K@paon tou HHV-8

To EHE epgavilel:

» OXEOOV O€ OAEG TIC MEPIMTWOELG TN Otapetadson t(1;3), WWTR1 - CAMTA1 pe cuvodo
mupnVvikn €kppacn CAMTA1 kat omavia oiapetadson YAP1 - TFE3 pe ocuvodo
mupnVvikn €k@paon TFE3

< TIAPOUCia apxEyovng ayyelakng olagopotoinong

» OUXVA EKPPAcn EMONAIAKWY OEIKTWY

Y& KaBe adlapopomoinTto cApKWHA (ATPAKTOKUTTAPIKO N eMONAI0EIOEC) Oa TpETEL va
oupTEPIAQUBAvoVTAl 6TOV AVOoOICTOXNULKO EAeyxo ayyelakoi dsikteg (CD31, ERG)

H evioxuon tou MYC +/- FLT4 xapaktnpllel T0 ayyElooApKwHA OXETI(OPEVO HE
akTivoBoAia / Agp@oidnpa (Xpnotpog 0EKTNG Yl TOV ATTOKAEICHO ATUTING AYYEIAKNG
aAAoiwong)
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Aldyvwon: EmBnAlosldég alpayysiwpa oto

OTOHATIKO BAsvvoyovo

IXOAIA: OTIAVIEG EVTOTIOELC EMBONALOEIOOUG

algayyelwpatog: v tw Badel épyava, kapdid,

ootd, ayyeia, MEX

Pitfalls: Zupmayng i atpakToKUTTaApLKn

HoppoAoyia, |PAsypovwon oTolXEla
*Mapoucia mePIKUTTAPIKOU oTixou (SMA+)

akoun Kat otn cupmayn molkiIAia

AR LETB -~ i AR s PG T
1 L 32 y "4 4 - 4




« Avopag 18 stwv

« XTMANVEKTOMN AOYw BpopBoteviag

« XmAnvag Bapoug 100 ypappapiwy mou TEPIKAELEL
omoyywoouc upnc poppwpa pod 5,5 K.

?r;‘ (il T TR I a.mlun'u.l\l\un
INCHES 1
LABORATORY APPARATUS. FURNITURE 4
SCIENTIFIC INSTRUMENTS & CHEMICALS VWR® D
il 15- 4378 {0 O P R A e PR
AAAolwon 1 DUCLOAOYIKO OTTANVIKO TTApEYXUpA
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- Alaxutn Ek@paon CD68 kat F8 amo ta
evooONAla Tng aAAoiwong

- Amouoia CD34 kat CD8 amo ta
ev00ONAla Tng aAAoiwong, o€ avtibeon
He Ta evOoONAla TwV KOATTOEIOWY TOU
gpuBpPoU TTOAPOU
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Aldyvwon: Aipayyesiwpa amo ta KUttapa ta
emxeiAtag {wvng tou omAnvog (littoral cell
angioma)

*IXOAA:

- 'Evtovn opoldtnta Pe Tov Epubpod no)\cpo
TOU GTTANVOC (onpaola HAKPOOKOTIIKNG
s&sraong) - amnouocia CD8 & CD34 (A.A:
amo PUCLOAOYIKO puBpOo TTOAPO Kal
OTTANVIKO APdpTwHa)

- 'Ek@pacn CD31 Katl IoTIOKUTTAPIKWY
OEIKTWY

- Alagopikn O1ayvwon: oTANVIKO
apapTwpa

- 2uvoualetal pe OpopBotevia
(UTTEPOTTANVIOHOG) Kal OTTAAXVIKEC
KAKONOELEC

- CD8-/CD68+/- oto littoral cell
algayysiwpa

CD8+/CD68- cto apaptwpa
Pecova Histopathology 2016

Hamartoma

Hemangioma

Rare, predominantly
older adults but all
age groups affected;
cytopenias are
common

Common benign
tumor of the spleen,
generally
asymptomatic

Nodular gross lesion, median
size 5 cm. Numerous slitlike
vascular channels lined by
plump, flattened endothelial
cells without white pulp

Non-encapsulated <2 cm,
vascular channels separated
by red pulp and fibrous
septae

ne

Littoral cell angioma

Rare, often incidental
finding

Numerous channel-like
vascular spaces lined by
plump cells that surround
fibrovascular cores and
luminal macrophages

CD8*, WWF*, CD34*, Generally benign but
€D21°, CD68" possible risk for
rupture in larger
lesions.
CD31°, CD34°, vWF", Benign, but possible
CD21°, CD68", CD8" risk for rupture
CD31°, WWF, CD21°, Benign, reported
CD68", CD34", CDB" association with
secondary
malignancies

Lymphangioma

Hemangioendothelioma

SANT

Angiosarcoma

Inflammatory
pseudotumor-like
dendritic cell sarcoma

Rare, generally an
isolated finding

Rare, controversial
entity

Rare, occurs in older
adults (>50 years),
generally
asymptomatic.
Female-to-male ratio
of 2:1

Maost common
non-lymphoid
malignancy of the
spleen

Rare, presents with
fever and abdominal
pain

Often subcapsular, variably
sized cystic spaces with flat,
bland endothelium filled
with proteinaceous fluid

Intermediate histology
between benign
hemangioma and
angiosarcoma. The lining
cells show mild to moderate
atypia

Red-tan, unencapsulated mass
composed of nodules with
slitlike round vascular
spaces lined by plump
endothelial cells and
pericytes surrounded by
densely collagenous fibrotic
or fibrinoid granulomatous
tissue.

Typically multifocal, with
irregular anastomosing
vascular channels with
marked atypia, frequent
mitoses, and invasion of
surrounding stroma

Scarlike lesion composed of
myofibroblastic spindle cells
with mixed inflammatory

cells (lymphocytes, plasma
cells, eosinophils)

CD31°, CD34*,
cbg, D240’

cbar,

CD31*, VWF*, CD34,
cytokeratin®™”

Three vascular patterns:
CD34-, CD31*, CD8’
sinusoids; CD34°,
CD31*, CD&
capillaries; CD34",
CD31*, CD8" veins.
CD68 expression is
variable

CD31%, CD34*

Spindle cells: EBV*,
vimentin®, CD21*",
CD34-, CD8", ALKY"

May recur if not
completely excised

Generally indolent
when resected

Indolent and benign
with no tendency
for recurrence after
splenectomy

Malignant lesion with
high rate of
dissemination

Low-grade sarcomas
that may recur or
metastasize if not
completely resected
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Evrova nwclvocpl)\a EV509n7\lC[KCI KUttapa

oxnpatl(ouv OnAwOEG MPOoEKBOAEG Kal
nsplsxouv £V60KUTTCIplCI cpaipioia e
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Opolotnta Twv ONAWSWY CGXNUATICHWY PE VEPPLIKA
oTElpApaTa
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Alayvwon: Imelpapatoslfeg versus ONAwdeg alpayyeiwpa

Nat 'Oxt

2XE0N UE GUVOPOLO
POEMS R vooo Castleman

Histopathology 2019, 75, 151-155.
Correspondence

Papillary haemangioma in the spinal canal
of a patient with a germline 12p
microdeletion

DO 10.1111/his. 13861

Papillary Hemangioma: An Under-Recognized Entity Not to
Be Confused With Glomeruloid Hemangioma

Nolan Maloney, MD, Patricia Miller, MD, and Konstantinos Linos, MD
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a TEPIBAAAOUV KEVTPIKO HwotvogiAa veomAdopatika KUTTapa mou emeveuouv
ayyelo pe emonAiostdn evoodnAwa. Ectiaka SUcdLaKPIToUC ayYElakoUg auAoug
ATPAKTOKUTTAPLKN pop@oAloyia

Py e Yo

EmBnAtocldn KUTTApa pe
KUTTAPOTTAACHATIKA KEVOTOTILA




[leplotatiko #4

Pankeratin
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v Alayvwon: EmOnA10€10£¢ alpayyeiwpa Twy 00Twy
v' Né€ool evAAIKEG, A>T, cuXva TOAUECTIAKN avamtuén
v’ JUPTIAyYnG KuttapoBpldng aAloiwon
v' Alyotepo epavn eAsypovwon otolxeia

v" TomKda €MOETIKOG OYKOG

« Alaopikn Alayvwon: EmOnAios1d€g
aigayyeloevéodnAiwpa (CAMTAT+)
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« Avdpag, 40 etwv
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Mapoucia EKTATIKWY ayYEeiwyY
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v oAU onavieg
HITWOEIC

v Apaid cp)\syuovwdn" -,
KUTTapa ' -

EmOnAilo10n Kal atpaktoHop@a VEOTTAAOHATIKA KUTTApa Tou
dlataccovtal o€ XopOEC evrog HuEoliaAoeldoUg UTTOOTPWHATOG
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« Alayvwon: EmOnAilocideg aipayyeloevéodnAiwpa

a/e: EmOnNAI0£10£C ayyEloodapKwUdA

v ‘Evtovn atumia, amouacia
AYYEIOKEVTPLIKAG avATITUENG

« EmOnAlocl0C alpayyeiwpa
v/ 'Hma atumia, amoucia mupnviou,
£0TIAKN TTAPOUCIA WPIHWY AYYEIWY

v' Eotlakda oindntiko
v JUXVA TMOAUECTIAKO

v Amoucia CAMTA-1
avadiata&éng/avoooEkPpaon

CAMTA 1 | ! P
Isen, AJSP 2009 & e » =, G

le, AJSP 2016 Amoucia avoooxpwong ota PAeypHovwon KUTTapa




Comparison of EH and EHE

EH EHE
Sites Long tubular bones (40%) Long tubular bones of -
Flat bones and vertebra (18%) extremities (50-60%), pelvis,
Small bones (8%) ribs, spine, small bones of hand
and feet commonly involved
Multifocality Maybe present (18-25%) Lesions tend to cluster in an

anatomical region
Common (50-64%)

Radiographic Findings Lytic, with well-defined margins Lytic, rarely blastic lesion, with
well or poorly defined margins;
may expand the cortex and elicit
a periosteal reaction

Molecular pathology FOS rearrangements (1/3) ZFP36-FOSB WWTR1-CAMTA1 (85-90%)
in a subset with atypical features YAP1-TFE3 (5-10%)
Architecture Lobulated growth with increasing Infiltrative; paucity of well -
vasoformation at the periphery formed vascular channels
Inflammatory infiltrate Variable; when prominent may mimic Sparse
osteomyelitis
Clinical Behavior Locally aggressive, local recurrence In the absence of parenchymal
10% organ involvement, (10 year

Ramkumar 2021, Cureus Nielsen, Diagnostic Pathology Bone 3@ edition 2021 survival rate 92%)
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Axial CT of EHE shows
multiple well-defined, lytic
lesions in the femoral
head=== with relatively
normal- appearing
intervening bone. Few
lesions are also seen in the
acetabulum
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> Rare Tumors, 2021 Apr 11;13:20363613211005593. doi: 10.1177/20363613211005593.
eCollection 2021.
Epithelioid hemangioendothelioma of bone: A

survival analysis of 50 cases from the SEER database
(1992-2016)

. Primary Location
1 1 1 1 ’ ~Mappandicular —Tappendicular-censored
Charles A Gusho ~, Sarah C Tepper ~, Steven Gitelis =, Alan T Blank -Maxjal —+avial-censored
- Mverdapping - urspecifiediother-
Affiliations <4 expand 0.8 ] censared
PMID: 33953894 PMCID: PMC8044559 DOL 10.1177/20363613211005593 | £ | ]. - - ; H -
B
» Age (>50years), absence of surgery and 2
tumor location (multicentric, overlapping) §
negative prognostic factors é 04
o +
0.2
EHE of bone behaves as an intermediate
grade tumor o p=0.017
i 20 40 &0 a0 100 120
Months
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Pathologic Interpretation Pearls
« EmMONA10€10NC ayYEIAKOG OYKOG otn Ota@oplkn diayvwon emOnAloidwy
OYKWV O0Td 00Td

« O1 emOnAloc10€ig ayyelakoi Oykol duvatov va ekppalouv KEPATIVEG
aAAd €ival apvntikoi yia tToug evooOnAlakoug OEIKTEG

« Eav sival mTOAUECTIAKOC, PIPEITAL HETAOTATIKO KAPKIVWHA

Nielsen, Diag
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e [uvaika, 51 sTwv
« EpuBpd BAatida otnv 00puUiKA Xwpd HEY.
owap. 0,4ek

Mtwxa agpopl{Opevn ayyelakn aAAoiwon 6To XOplo Tou
OEPPATOC PE EMEKTACN OTOV UTTOOOPLO LOTO
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Empnkelg n dlakAadoUPEVOL ayYELAKOl XwWPOL TToU SLATEUVOUY
TIC KOAAAYOVEC (VEC TOU X0opiou
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'}!” ot "z‘%‘{ 7 f- et 30 &)
Ayyelakoi xwpol Tou emevouovTal amo

mpoBaAAovta evooBnAla Xxwpig Eviovn atumia, e
hobnail pop@oAoyia Kat Alyeg EKTPWTIKES BNAEC
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Avoco@pailvotutog
oupBatog pe

AEP@ayyelakn
TPOEAEUCN
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ocupBartog pe Tl
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TPOEAEUCN

« Alayvwon: OIKTUOEIOEG alpayyeloevéoOnAiwpa
« A/3: EvOoAepupayyelako OnAwdeg aigayyetoevooOnAiwpa

v EKTatika Aspgayyeia
v TpoBaAAouceg BNAEC
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,,,,,,

MAacpatokuttapa

Eikova diknv “nbuou”
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Alayvwon: Xapkwpa Kaposi otov
BAgvvVOYyOvo TNG HAABAKNG UTTEPWAC Kdal
TO MVEUHOVIKO TTapEyxupa

2x0A10: EKTOG KAIVIKOU TAQiciou, n
olayvwon capkwpatog Kaposi o€ e€w-
OEpHATIKEG BEoelg Suvatov va eival
OUOGXEPNG, AOYw aATmmouciag atumiag Twyv
VEOTTAQOHATIKWY KUTTApwV. Amapditntn
n avoooioctoxnuikn diapeuvnon yia HHV-8
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*Avdpag, 70 etwv, HIV apvnTtikog
‘[laykuttapomevia,
Aepgpadevomadela,
NTAtooTAnvopeyaAia

*E€aipeon BouBwvikoU Asppadeva

YToKayIKn avantuén ayyelakwy Xwpwy ToU EMEKTEIVOVTAL OTO
TEPIAEPPAdEVIKO Almog Kat mepBAAAov Asppolidia(F)
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Alaonapta HHV-8 Betika KUTTapa otnv EKTTUYHEVN
{wvn tou pavoua (MZ) kat evtog Twv BAACTIKWY
KEVTpwV (GC)
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«Alayvwon: Ainnon AspadEva ano cdpkwua Kaposi tTo omoio amvantuxlnke
oto £0awoc mAacpaBAaotikng HHV-8 + moAukevtpikng voocou Castleman.

‘Kupta onpeia:  » H apxikn 0inénon tou Aspadeva amo capkwpa Kaposi
gival EUKoAo va S1aAddsl TG MPOoOXNG

> H mapoucia cuoTNUATIKWY CUNTITWHATWY EMBAAAEL TOV
€AEyX0 TOU AgppadEva yia MAacpaBAAocTIKn VOGO
Castleman nn HHV-8+ peyaAokuttapiko B Asp@wpa
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« Avipag, 83 etwv

« Metapooxeuon vegpou

« TMoAAATAEC LWOELG KNAIOEC OTA KATW
akpa
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Ot oXIoPoELdEC Xwpol emevOuovTal amo “adbwa” E€ayyeiwon epubpwv
evooONAla EoTiakn mapoucia atpakTtopop@wy KUTTApwWY
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Aldyvwon: Zapkwpa Kaposi otddlo knAidag
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AVWPAAOL GXICHOEIOEIC ayYELaKOl XWPOoL ETEVOUOHEVOL Ao atutid evooBnAlakd KUTTAapa OLATEUVOUY TIC
KOAAQYOVEG (VeC Kal TTEpIBAAAOUY e€apTnpata OEPHATOC
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[ToAuolwdn aAloiwon o€ AEPPOIONHATWOEC
KATW AKPO

* |oTOPIKO AKTIVOBOANBEVTOC KAPKIVWHATOG

HATPAG HE PLUIKO BOUBWVIKO Aep@PadEVIKO
Kabaplopo
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Evtova atuma emBOnAtostdn Kal atpaktopop®a KUttapa
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Eotiakd ta veomAaopatika KUTTapa, EMAAEIPOUV OXIOHOEIOEIC XWPOUG Kal oxnuatifouv BNAEC EVTOC AUTWYV
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AYYELOCAPKWHATWY

H avoooiotoxnuikn ékgpacn MYC Oev ival
alomotog Tpomog SldKpiong MpwTtomadoug Kal
OsuteEpOTTadoUg ayYEIOCAPKWHATOG
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*0Ci010 0TO TPIXWTO TNG KEPAANG PEY. Olap. 2,5¢K
«JUUBOUAEUTIKNA YVWHN - MOavh dlayvwon HETACTATIKO KApKivwpa
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Jupmayng avamtuén Eviova atumwy emOnALosldwy Xpovia gAeypovwon KUTTApd, OXICHOEIOEIC XwWpPOoL
KUTTAPWY PE EPPAVEC TTUPNVLO KAl EVIOVN ATTOTITWON apopt{opevol amo Ta VEOTTAAoHATIKA KUTTtapa




#12

43

Meplotatiko

¢
\ <.~\,h

T SR oa.awa

! // = /..b...%. mb-dﬂr #\. ' \ﬂ
P e L0

0! Tkt L ..~o '.‘ .,"- sk. CaF L N

' ‘ y l M .v.«. ~{ -
< \ . % ’

.. : w,? § 7&-&- PR

| .WX’&‘

A )

( = ¥ LAY
:..ﬁ.\o.\'.\ Y

O
/

\

AT

WV, HEAAVOKUTTAPIKWY Kal AEHPOELOWY OEIKTWY

14

la £EKgppaong Kepatty

14

Amouo




[eplotatiko #12

o %" A y R Yo AR T
-~ ..O.(é QI o f 74-’;{‘.’.&
- b A W R Wweysr W ¢ Y %3 R 2

‘ P58 5

(L5 —~f 2o g - # AN s T
o ”.’s' !”; e 0 s’ RS P9

g pov'e ‘a’,‘%‘:’ R N ey
8 Pl . s IE e A

- V'3 L 4

N, .._' > , > 7 v se¥ o Ro. ¥

§ g 2R N R A ="

. - T4

& ,ia'm o 04 as i,,_,é > S . Qoo @ P ~3

> : ' > - .

bt Y, - £ )Q;" P . \ge > Ghe.

B o A L PR L -

_ - S e e < 00:1'

- & = 4 b 2 S o8 . o ~
-~ - *V\- - 2 '] -

., - e “ q, o b, W > . 4 %y

- - % .L a~ »ie o e AN

2 ~— - e < .l:-, « Ad':‘ - K ‘/ -

P A e \'_‘Q ,," :- 5> ‘:,"1 o

3 % 4 a - o)
o S — P v S 4 4 ‘ o
"..m\ -)"' R s-.ﬂ," ,,,." &a: %
@ - L g ™ %%e ¥ .‘ - v"».f - B
.~*‘ - R » 3 .~ " y/ _— .-
” e N v, -
Sk - & % = 3 > - P.' » o
&2 .’4 - P - o2 ¢ o - ’.‘ e
= * .‘O‘:“ A s‘? o - ~N
- 2 el i S *
Yy, _“3'~ 4 ‘-‘(f' » o £
.
? > e ey I - AT
‘.’ \_ " < - WL 1-_,“ e -
. \ . ¢
""f; s e & 8 e o5 . L B B .‘:‘ ‘E-: &
ey e % X - -
_ - AT e B LR W ECL o g T .
AT P, PN e r -y § o '#o”)‘ pals ¢~ "Nt I G ‘. \
XYY, _ % AL T ok R e L R s . VY o T Ar ey 5.

«Alayvwon: NMpwtonmafeg Sepuatiko emMONAIOEIOEC ayYEIOCAPKWHA

*KUpla onpeia:

v' EvéoOnAlakoi 0cikteg(CD31,ERG) 6a mpemel va meptAapBavovtat oto panel
dlepelvnong Kakonboug emMONALOeId0UC OYKOU aveEAPTNTWE TNE EKPPACNC KEPATIVWV

v AOYW NG oUPTIaAyoUC apXITEKTOVIKNG, N 0/0 mepIAApuBAVEL TO KApKivwua, To
EMONAIOEIOEC CAPKWHA, TO HEAAVWHA, TOV EMONAL0EI0N MPNST Kat To avamAdaoTiko
AEpPWHa

v' Ta meploootepa OEPPATIKA AYYYEIOCAPKWHATA €XOUV ATPAKTOKUTTAPIKN HOpPOoAoYia
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« [uvaika, 40 stwv

* lotopko Asppwpatog Hodgkin (mpo 20gtiacg) oto
HEcOBwWPAKIO— X/O Kalt A/O

« Ap@otepn 01N0non G£pPATog Hactou amo VWOOUC
Xpolag aAAoiwon, mMOavwe PAEYHOVWOEC
Kapkivwpa

KaAd oxnpatiopEévol ayyYElakoil Xwpol emevOUOHEVOL ATTO
OXETIKWE abwa KUTTtapa, ol otmoiol SLATEUVOUV TIG
KOAAQYOVEC (VEC TOU XOpiou Kal EMEKTEIVOVTAL OTOV

UTTOO0PLO LOTO
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‘it | eAinBnTkn avamtuén
‘ﬁ *Epgpavectepn atutia Twv evOoONAIaKwWY KUTTAPWY
“ =% | «EoTiaki mapoucia atpakItoOpopPwy KUTTAPWY

*E€ayyelwpeva epubpa
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Alayvwon: Asutepomadsg, oxeti{Opevo pe AKO
AYYEIOGAPKWHA TOU OEPHATOC TOU HAGTOU

E—
S ey

CD31

Kupla onpsia:
- Aa atumia
- OINONTIKN cupmepLpopd
- 2uvnOw¢ AKO yia Ca paotou
- MYC evioxuon/avocoEk@pacn
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« Avipag, 76 €Twv
« Agopaylkog 0YKog otov Ute{oKwTa
hey. Olap. 6,5¢k

he ol
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» Kupiw¢ cupgmayng apXITEKTOVLIKN
* 2TTAVIOL UTTOTUTTWOELG XWPOL TTOU TIEPLEXOUV £pUBpA

* Eotiakn mapoucia 6nAwv
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« Alayvwon: AinOnon umelwkota amo emONAIOEIOEC AYYEIOCAPKWHA
« A/O: EmBnAlosidec alpayyeloevoobnAlwpa = cuvnOw¢ moAAaTAd
mapeyxupatika olia

*Pitfalls: Eupeia Ek@paon KepaTivwy

Em amouciag TTF1/ napsin A, kaBe kepativn OTIKO emMONAIOEIOEC KAKONOEC
vEOTAAoHd TOU UTTE(WKOTA N TOU MVEUHOvVa Oa TPEMEL va EAEYXETAl Yid
evO0ONAIaKOUC OEIKTEG
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MoAuolwoEec/ MAEEOEIOEC TTPOTUTIO
“ABwa” atpaktopopepa KUttapa




EOHIOWTN avamtuén EAagppd atumol u
"‘ "~ > i 4 L 3 -f”'.”‘f:,,,ll&;' T .("“"f
;‘ ' 7 ./‘-,/' _ A ‘ / .
EvaAAayn UTTOKUTTAPIKWY Kdl KUTTapoBplBwy mepl

OXWV

EPXPWHATIKOL TTUPAVEG






[eplotatiko #15

It
MmO
ks

=

v

Aovd

14

omAaopa pe emBOnAlosldn Hopyo

14

OTOMN PETATTWON OE ALHOPPAYIKO VE

14

14

At

AElOHOPYLOHO

14

14

Kdl EVTOVO TTUPNVIKO T




Meplotatiko #15

L o i . 2 S & N e
Ly e T TG P T, 25 ) b 1

Uttapa emMaAsipouv

Kdl

VEOTTAAOHATIKA K
TTPOBAAAOUYV EVTOC AYVEIAKWY XWPWV




LO
) wn
-
O
<
=~
O
=~
>
Q
w
-




[eplotatiko #15

« Alayvwon: ZUVOETN I0TOAOYIKN EIKOVA HE TEPIOXEC OYKOU ATO TA EAUTPA TWV
MEPIPEPIKWY VEUPWV Kdl UPNANG Kakonoelag emOnAlogld0U¢ ayyEIOGAPKWHATOG
*A/d:
oYwnAoBabua ayyeloocapkwpatwong eEEAIEN xapunAou Babuou MPNST
oKakondng e€aAAayn oBavAwHATOG OE AYYEIOCAPKWHA
sEEalpeTIKA omavia
=YuvNOwW¢ NAKIWPEVOL acBeveic pe von Recklinghausen
oH diaxutn €vtovn £kgppaocn S100 o€ cuvOIacpo HE TNV XaunAn ek@paon Ki67
Kat p53 mlavoAoyouv ayysloocapkwpatwon eEaAAayn oBavwpatog
oH diatnpnon H3K27me3 dev sivat BonBntikn (amwAela povo oto 1/3 twv
XapnAoBadbuwv MPNST)

Mahajan et al. , “Angiosarcoma Developing in a Vagal Schwannoma: A Rare Case Report”, Head and
neck pathology 2015

Lee et al. , “Epithelioid angiosarcoma arising in a deep-seated plexiform schwannoma: a case
report and literature review”, Hum Pathology 2007

Ruckert et al. , “Schwannoma with angiosarcoma.Report of a case and comparison with other types
of nerve tumors sheath with angiosarcoma” , Cancer 2000
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ONAEC VEOTTAAOHATIKWY KUTTAPWY

EVTOC KUWEAIOwV
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CD34/TTFA1 AE1/AE3

‘Evtovn £€k@paon CD34 amo ta Amoucia ekgppaong KerAe1/Ae3 ota
VEOTTAQOHATIKA KUTTApa VEOTTAACHATIKA KUTTApd
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ERG/ Ker AE1/AE3

Alaxutn mUpNVIKN OETIKOTNTA VEOTTAACGHATIKWY KUTTAPWYV Yid
ERG (emOnAiaka kuttapa Ostika yia KerAe1/Ae3)
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D2-40+ OTIC ONAEC TWV VEOTTAACGHATIKWY KUTTAPWY
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Alaxutn €vrovn mupnVvikn £k@pacn CAMTA-1 yia veomAdopatika Kuttapd
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« ERG kat CAMTA-1 xpnoipot O€iKTEG

 BioAoyikn ocupmepipopa mo emOetiki amo to EHE twv
HAAQKwV pHopiwv

* To EHE otov umelwkota gival moAU €mMOETIKO

N )
“Bl’JGHG”

VEOTAAGHATIKOU 10TOU EVTOG
KUWEeAIOwV
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[uvaika, 57 stwv
MoAAATIAEC AAAOIWGCELG NTTATOC

« KAWVIKN UTTOVOLA PETACTATIKOU KAPKIVWHATOC
 Bloyia nmatog oia BeAGVNG
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Alayvwon: EHE nmatog
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EMEKTAON VEOTTAQGHATIKWY KUTTAPWY EVTOC TNG NTTATIKAG KAWYAC MPOKAAWVTAG EIGOAKN
(Arrow)




Meplotatiko #17

NeomAaopatika Kuttapa 6inouv To NATIKO MAPEYXUHA TTPOKAAWVTAG ATPOWia TWV NTATIKWY G0KidwV
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Kevotomwdn veomAacpatika Kuttapa mou Oupilouv “signet rings” (
Kevotomia evtoc ivaOouC OTWUATO




ENMEKTAON VEOMAAGHATIKWY KUTTAPWY EVTIOG TOU TOIXWHATOG
PAEBIKWY KAAOwWYV cuvod0 amo amogpaén tou auAou
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Alayvwon: NoAueotiakn 6indnon nmatog amo EHE

Kupla onpeia:

 MoikiAAouca BloAoyIKN cuumreplopd, pn Kaboplldpevn amo tnv
IOTOAOYIKN £IKOVA

¢ JUXVOTNTA ATTOHAKPUOUEVWY HETAaoTAcewy : 20-30%

« XApAKTNPIOTIKA AMEIKOVIOTIKA Eupnpata: onpeio otoxou lollipop-£160AKN
Kaya

* Mpoyvwon mMOAU KAAUTEPN GE GXECN HUE TO AIJAYYEIOCAPKWHA

« NMupnvikn ék@paon CAMTA-1 xpnowun ywa tn dwdkplon EHE kat
AYYEIOCAPKWHATOG

Inueio “otoxou”: Auo R TpEig
v'Movov 4% Twv ayyelocapkwpatwy givat CAMTA-1 + KEVTIPIKEG OTIBAOEG UYNARG
£vtaong cnUAatog Kal otiBadwyv
gvoldpeong N XapnAng évrtaong
ONHATOG OTNV MEPIPEPELA

Kou, World J Clin Cases 2020
Taniai, Case Rep Gastroenter 2020
WHO digestive system tumors 20189







