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Taivopunon twv Ayyelakwy veomAaopatwy paAakwy popiwyv (WHO 2020)

KaAonOesig (Aipayyeiwpa) Evoiapeong kakonOelag

EvSopuiké ApayyegioevéobnAiwpa
ZuvoBlako

oo
AVAGTOUWTIKO < AIKTUOEIOEG - Dabska
EmOnAiog10£g . TOVOETO
Asppayyeiwpa

* WeUuOOHUOYEVEG

Xapkwpa Kaposi

>

» Kaposiform (Bucocavwtd) ——» Tomka unotpomagov

Imaviwg pediotdueva

KakonOeig

- EmOnAloc10€g

aigayyeloevéoOnAiwpa

» TFE3 avadlatetaypevo

aigayyeloevéoOnAiwpa

< AYYEI00APKWHa



Ta&ivounon twv KaAonOwv ayyelakwy aAAolwocewyv Kata ISSVA

KaAonOeig Ayyelakoi ‘Oykol Alpayyeiwpa
< (TUTTOU EVAAIKOG, VEAVIKO, CUYYEVEG, YEPOVTIKO)

(kUnong, evOo@AeBIKO)

- EmOnAlo£10£¢
-AAAol TuTrol

= , , OAEBWOEG, apTnNPIOPAEBWOEC)
- Ev tw BaBel

+ (EVOOHUTKO, cUVOBIaKO)

-Aeppayyeiwpa
AvTI0paoTIKEG Kal YTEPTTAAOGTIKEG AAAOLWOELC

alpayyeiwpa Hornick, Practical Soft Tissue Pathology, 2019
Saleh Hum Pathol 2022



Table 1

Summary of prognosis and treatment nfl vascular bone tumnrsl

Classification

Entit}r

Prng nosis

Treatment

Benign

Hemangioma

100% survival, 0% metastasis

Treat symptoms

Intermediate

Epithelioid hemangioma

Pseudomyogenic
hemangiocendothelioma

100% survival, 2% metastases,
9% local recurrence

Limited follow-up, stable or
progressive osseous disease

Curettage or marginal
excision

Malignant

Epithelioid
hemangioendothelioma
Angiosarcoma

85% survival, 25% metastases

30% survival

Wide resection

VWide resection, consider
systemic therapy

1.00

0.75

0.50

0.25

Kaplan-Meier survival estimate

0.00

Epithelioid

angiosarcoma (n=29)
Pseudomyog
haemangiocendothelioma (n=24)
Epithelioid
haemangicendothelioma (n=19)
Epithelioid haemangioma (n=38)

enic

test:
42.76; p <0.001

(] 12 24 36 48 60 72 B84 96 108 120 132 144 156 168 180
Time after surgery (months)

lizendoorn, Surg Pathol 2017
Righi, Am J Surg Pathol 2020

FIGURE 7. Kaplan-Meier survival curves for overall survival in 110 patients with localized primary vascular tumor of bone.




AyYEIaKEC AAAOIWOEIC

) KUTTApPIKO EMTESO > EKPPAcn £VE0ONAIAKWYV SEIKTWV
Mapouocia ayyslakng o1awopomoinceng e
APXITEKTOVIKO £MMESO = MAPOUCIA AYYEIAKWY MTPOTUTIWY

- TIoOAAEC ayYEIAKEG VEOTTAAOHATIKEG AAAOIWOEIG cUXVA OEV €ival AIHOPPAYIKEG
- KaOe aigoppayiko veomAaopa OV €XEL KAT’ avayKnv ayyelakn dia@opomoincn
- OLmeplocOTEPEC EVOOAYYEIAKA AVATITUOCOHEVES AAAOLWOELC Eival KAAONOEIG

- Ol e€wayyelakd avantuooopeVEG AAAOLWOELG ival TOoO KaAonBeIg 660 Kal KakKonoeig

Aoppaytkeg pun
AYYEIAKEC

aAAOIWOEIG




Evoayyelakeg
AAAOIWOEIC

H kakonOsla ota

Eviayyelakn mEPLTOVITIC CBIYY{’—CIGKC( VEO"QG%HGTG’
aciletal otn OInONTIKA
avamtuén, otnv atumia

Opyavoupevog 6popBog - OnA. evooOnA. umepmAacia

EvoayyElako mMUoyovo KOKKiwpa KaAon®eig TWV VEOTAAGHATIKWY
KUTTAPWYV Kal otnyv

AMWAELA TEPIKUTTAPIKOU
oTixou

ATpaKTOKUTTAPLIKO / eMONAIOEIOEC AlpayYEiwHaA

EmOnAloc10£g aipayyeloevooOnAiwpa :
, , , KakonOeig
2APKWHA E0W XLTWvaA

EmbnAioeide¢ aipayyetoevdobnAiwpa Evoayyelakn TEPITOVIITIC EvOayyelako Tuoyovo KoKKiwpa
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MopwoAoyia evOoONAIaKWY KUTTAPWY

JupBatikn (algayysiwpa, KaAd SlagopotmolnPEvo
AYYELOCAPKWUA)

Hobnail (Hobnail aipayysiwpa, SIKTUOEIOEC Kal
BNAWOEC

EVOOAEPPAYYELAKO alpayyeloevdobnAiwpa)

EmOnAiog10ig (emONA0EIOEC alpayyeiwpa,
EMONALOEIOEC alpayyeloevOoBnAiwpa
WEUOOHUOYEVEC alpayyeloevoodnAiwpa,
EMONALOEIOEC AYYELOCAPKWHA)

ATpAKTOKUTTAPIKN (ATPAKTOKUTTAPIKO WeuSOpPUOYEVEC
algayyeiwpa, capkwpa Kaposi, Kaposiform apayyeloev308nAinpa
algayyeloevoodnAiwpd, atpakToKUTTAPIKO
AYYEIOCAPKWHA, YEUOOHUOYEVEG
alpayysloevéoenAiwpa)

> e Athuoslésg
© Elsevier, Inc. 2008 Weiss and Godblu“m énnger and Weiss's Soft Tissue uors 5th edition. C( IIJGYYE lO EV609 nA IO.)[.IC(



Ektipnon KakonOgiag oTtoug ayyelakoug OYKOUG

Mitwoelg kal KuttapoBpiBeia Oev eival
BonONTIKEG ¢’ eauTwy

‘Eva HEHOVWUEVO XAPAKTNPIOTIKO Eival
AVEMAPKEG Yia oTAPIEN dlayvwong
KakonOelag

2TOUG KaAonOEIC ayyElaKoUg OYKOUG
(E€aIPOUPEVWV TWV OYKWYV HE
Agpayyelakn mpoEAgUCN
/Olaopotmoinon) Kabs ayyelakog Xwpog
mePIBAAAETAL ATMO KAAQ AVATITUYHEVO
OTIXO MEPIKUTTAPWY TTOU avadelkvuovTal
HE TN Xpwon yia SMA

Features of benign vascular tumors:
Well drcumscribed
Lobular architecture
Well-formed vessels
mgl layer of endothelial cells

Worrsome features:
Infiltrative marain

Dissecting growth pattern

Complex anastomosing vascular channels
Endothelial multilayering

Cytologic atypia

Hornick, Practical Soft Tissue Pathology, 2019




AYYEIOKO TIPOTUTIO

JUXVO OTOUG ayYEIOKOUG OYKOUG TOU O£pHAToG, OTToU N MAsloyn®ia gival
KaAonOeig

MoAAoi EMKTNTOl AYYEIAKOI OYKOL TOU OEPHATOC AVAPEPOVTAL WG AlUayyelwpata
NOS

O1 avTIOPACTIKEG AYYEIAKEG UTTEPTTAACIEC SUVATOV vad HIHOUVTdAl KAKONOEIG
ayYEeIaKoUg OyKoug(onuaocia 1oTopikou)

Alakpion HETAEU ayyelaKwV OUCTIAQCIWY Kdl VEOTTAAOHATWY Eival OUCGXEPNG £wG
aduvartn

Oplopéveg ayyelakeG SuoTTAacisg KaBiotavrtal KAIVIKA p@aveig otnv evnAiko {wn
EVW AlJAyYEIWHATa cmaviwg ep@avidovral Katd tn yevvnon

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



AvTIOpacTIKEG ayYElakeEG AAAOIWGCEIG(1)

GnAwdng sv606n7\laKn unspnAacla
Ny A ALy h‘@"‘ :

495
Qa, . "Q m

- Avantioetal o oxéon Pe @UotoAoYIKN PAEBa (Tpwtomadng), mpolimapxouca ayyeiakn aAAoiwon
(0gutepomadng) N alpatwpa ( E§wYYEIakn)
- >95% evdoayyelakn
@ NMpwiPec aAAOIWOEIC: NWOLVOPIAEG AKUTTAPLKEC ONAEC amo VIKA MEVOUOHEVEG Ao PovooTiBo evdobnAlo +
<« ‘Owipn aAAoiwon: YaAosldOTIOINPEVEG AKUTTAPIKEC ONAEC + +

Alagoptkn dlayvwon: KoAToeldiko alpayyeiwpa, evooayyelako muoyovo KOKKiwa



AvVTIOPAOTIKEG AYYEIAKECG AAAOIWOELC (2)
IKI] BnA

EVNAIKEG, KATA KAVOVA HE CUCTNHATIKN

' vOooOo
‘Evtovn KAIVIKR €IKOvVa + EvBoayyewkol
o OTMEIPAMATOEIOEIG
== lNoikiAAouoa toTtoAoyia HeTAgu S1aPopwv Ouccavol

> : BAaBwv aAAa kai evtog tng 16ta BAaBng . Txéon pe GOVEpoLIo

e | Mipeital KaAd S1apopoToINHUEVO POEMS
ayYEl00ApKwHa 1 Bucoavwto alpayyeiwpa . Emk&Auyn pe

OnNAwdoEC alpayyeiwpa

R

endotheliac cells cwHatia uaAtvng



KAWVLKO MeploTatiko 1:

‘[uvaika 20 eTwv
Bloyia dia BeAdvng amo
nmapaocmovOUAIKA pala

EKTatikol ayyelakoi Xxwpot
EMEVOUOHEVOL aTrO TpoBAAAovTa
gvooONAla




‘Evtova r]woLvoch}\a echoGr]}\LaKa KUTTapQ
oxnuatilouv BnAwdelc mpooekBoAEC Kat

neptexouv EV60KUTTOLpLOL OCIDOLLpL5LOL




OpoloTNTa TWV ONAWOWY OXNUATICHWY HE VEPPLIKA
oTelpapata




Zpalpiola OeTika yua K Kat A eAappEC aAUcoug




Alayvwon: Imelpapatoslfeg versus ONAwoEC alpayyeiwpa
Nai ‘Ox1

XX€on ME GUVOPOHO
POEMS 1} 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



Aluavyeiwua UE KAEIOTOUC AUAoUC

Muoyovo KokKiwpa

Neaviko/Bpe@iKo - Tpixoeldec Alpayyeiwpa

TPIXOELOEC
algayyeiwpa
Aéppa (40%) kat
BAsvvoyovol (60%)
IXNUATIOHOC
KOAAapétac W ota
TAGQyla opla tng

- MNoAumogi00popYo - Epgavidovtal Alyeg pEpeg

HETA TN YEVVNON WG
EPUBPEC emiTmedeC
aAAOIWOELC = auTopaTn
ummootpown (75- 90%)
HEXPL TNV NAKIA TwV 7
XPOVWV

aAA0IWGNC .|;|l(2[ )c(su;(\)/a KEPAAN -

AgpOBova pAXxnAog

@Aeypovwon . Glut1(+) AT
otolxeia, oidnua, ) Sl iép
ETpAvelakn - | Mikpoi acaqeic auloi
eEEAKwoON N

ks \ . uxva agpooveg
© Elsevier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tissue Tumors, 5th edition. IJ lt(b 6 E lg
’ g Np i, © e

Evio@AeBIKO TUOYOVO

KOKKiwpa

¢ ZuvnOwg KeWaAn,
TPAxnAo, avw akpo

+  ZUvOEoN HE TO ToiXwHaA
TOU ayY€iou HECW Hioxou

- Amouocia Agypovng




MiKpo@AeBIKO alpayyeiwpa

b ) et

2UMTTAQOMIKO dlpjayyEiwpda

- ZUMMETPIKN oUXVA GpNVoEIONS aAAoiwon
AlakAadouUpeva o@loeldn CUUTENTWKOTA PAeBidia
- XZKANPUVTIKO OIKTUWTO XOpI0
Epg@avng otixog mepikutTapwy
- MNpoocBoAn AVEAKTNPWY HUWV
- A/0: 6.Kaposi, otadiou KnAidag

(amoucia aTpAKTOHOPYWY KUTTAPWY, £EAYYEIWHEVWY EpUBpwV,
MAQOHPATOKUTTAPWY N éKppaong HHV-8 -)

- Xmavia, mpoow@ata meplypageioa
ToIKIAiQ

- Ek@uAioTIKN atuTia o€
Agia pUIKA/OTpWHATIKA
KUttapa
TPIXOEIG0UG N apTtnPloAEBwOoUG
AIHAaYYELWHATOG




Alpayyeiwpa HE avoixTtoug auAoug

EmiktnTo EAAOTWTIKO alpayyeiwpa

™nNg emoeppidac

e ZwVOoELONC avamTuEn EKTATIKWY
TPLXOEIOWYV OTO XOPLo
« Ekoegonpacpévn nAlakn sAAoTwon -Eméktaon oto umodoplo

JAlATETAPEVA TPIX0ELON OTO XOPLo

Hornick, Practical Soft Tissue Pathology, 2019



Alpayyeiwpa HE avoixXtoug auAoucg
JUYYEVEG dIPAYYEIWHA

A.A\ amno vsavmé{

OLUAYYELWL

Epgavion kata tn yevvnon

Aev gpgpaviouv auéntikni gdaocn

Eivat apvntika yia Glut1

Evepyomointikeég petaAAaseic GNAQ/GNA14
Alakpivovtal KAIVIKA O€:

> RICH (Taxéwg umootpEPovta)

» NICH (un umootpépovta)

> PICH (HEpIKWG UTTOOTPEWPOVTA)

Saleh JS, Hum Pathol. 2023



Aluavyveiwua UE avoiXTouC duAouc

TpixoeldEC Aipayyeiwpa
Tumou EvAAikog FEpOVTIKO AlpayyEiwpa
-Emupavelakn evtomion, Kupiwg -EpuBbpd BAatida pe pia avolXtoxpwpatikn aAw cuviBwe o KOPHO N dKkpa

KEQAAN - TpaxnAog -MoAumoe1dng aAAoiwon

-Emnppévec aANOLWOELG . . .
£pUBPAPAING ) KUAVAC XPOLAC -AlateTapéva AETTOTOIXWHATIKA TPIXOEION
-loToAoyikd: MikpoU pey£Bouc ‘Mepikég aAdolwoelg dlabEtouy

(Tumou TpIxoeldoUg) ayyeia KoAAapéEta

emevOouOpEVa amo emimedo

gvooOnAto

Hornick, Practical soft tissue pathology 2019



DAeBwoec Kat AptnplopAeBwoec Aipayyeiwpa

DAeBwdeg Alpayyeiwpa

Y Aonwsmg ”F'VGN?V MAXUTOLXwHATIKWY Aptnplo@AeBwdeg Alpayyeiwpa/ducAacia
ayyeiwv PE mapoucia HUTKOU Xitwvda
- (ll) ABpoioelc ayyeiwv aptnplakou (Tapoucia Eow

- Emepaveiakn i kupiwg gv tw BABEL evtomio . . B
¢ N N KOPLWS n EAACTIKOU TTETAAOU) Kal (pAeBIKOU TUTIOU

- 2Zuvnbwg ota akpa

- Emepaveiakn - dgppatikn n v twv Badsl aAAoiwon

Maidid Kat véot eVAALKEC

Avaodelén eAAoTIKOU TTETAAOU PE XPWON EAACTIKWY VWV

Amoucia eAacTikwy vy (6.0 amo

ApTNOOOAEBWOEC AlUaVVEIWUQA WHO, Soft tissue and bone tumors 2020
pThplo® G diHayy H ) Hornick, Practical soft tissue pathology 2019




Eviopuiko ayyeiwpa /
algayyeiwpa

2UvoBLaKO alpayyeiwpa
2uvnbwg enpayywoes ‘EnBol kal véol eVAAIKEG, A=l

Fdvato, aykwvag, akpa Xeipa SUXVBTEPA OF KATw dKPa

MNaidia kat pnBot, A>T - Inpayywoeg N TPIXOEISEG 1) PIKTO
A/d: ZuvoBlakn avtidpacTikn - Juxvd Tapoucia wpipou AIWEouC 1oToU

ayyelakn umepmAacia AGyw

@AeyovAiC (Tapousia oBANATOC) TPOia TAPAKEIHEVWY HUTKWY VWV

WHO, Soft tissue and bone tumors 2020
Hornick, Practical Soft Tissue Pathology, 2019



Ev tw Badel Aipyayysiwpata (2)

PERTRLIET

g”l;‘k’a‘&

-"§% % G 3

Inpayywdeg Ayyelwpdatwon

Awayyeiwpa
- Zuxvotepa matdikn nAKia - MpocBoAn HeyAAoU HEPOUG TOU GWHATOG
-MeyaAutepo peyebog, ev - 2uvnbwg vea Atopa, KAtw akpa
Tw Babel evromioelg . A<T

-MeydAou pey£Ooug
AETITOTOIXWHATIKOI AyYELIAKOI
XWPEOL TToU emaAgigpovtal amo
emimeda evooOnAlakd kuttapa - MNowiAia popyoAoyiag ayyeiwv, OLAXUTO TPOTUTIO
(Tapoucia wpLHou 06ToU Yl )

- KAwvikommaoAoyoavatopikni diayvwon! -
Ymotporn 50%

WHO, Soft tissue and bone tumors 2020
Hornick, Practical Soft Tissue Pathology, 2019



KOATIOEI0IKO alpayyeiwpa

Mpotipnon yia tov umodoplo I0TO TOU Jactou =
HIMEITAl KaAd Ola@opPOoTOINHEVO AYYEIOCAPKWHA

ApXIKa €Oewpeito MOIKIAIQ TOU onpayywooug
AlHAYYEIWHATOG

O vEOTMAAOHATIKOG I0TOG AVTIKAOIOTA TA (PUCIOAOYIKA
AoBia tou Aimoug

‘Opla mepiypanta aAAQ £0TIAKN EMEKTACN TWV AYYEIWY
otov MEPILE 10TO

o 'EAEYX0G APXITEKTOVIKWV/KUTTAPOAOYIKWV
XAPAKTNPWYV Kakonoeiag

o Em maboAoyIKwV 0piwV GUVIOTATAl EMAVEKTOMN

Hornick, Practical Soft Tissue Pathology, 2019
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Mukva OlaTETayUEVa, avaoToPoUpeva
AETTOTOIXWHATIKA ayyeia pe peudobnAsc.
Amoucia atumiag Twv evoodnAlakwyv
KUTTApwWV




AvVACTOUWTIKO AINAYYEIWHA

EvhAlkeg > maidla

JuvnBwc veppocg kal omoBomepitovalo, emiong NEX, Amap, dépua,
HAAGKdA popla, YEVVNTIKO cuoTnpa

A0BLWONG APXITEKTOVIKN
Avactopoupeva Tpixoeldn ayyeia pye hobnail evéodnAia
<« EEwpusAikn aipomoinon , o@atpidia uaAivng, OpouBot

EvepyomoinTtikeg petaAAdagelg GNAQ n GNA14, 6mwg ota Nmatikda
VEOTTAGOUATA PE HIKPA ayyeia

-

; Mapoucia opaiptdiwv uaAivng Kal
T HEYAKAPLOKUTTAPWY

XWPWV EVTOC GKANPUVTIKOU
OTPWHATOC

WHO 2020, soft tissue and bone tumors




Asp(pc(yysiwpa Aeppatiko Emiktnto
[MpoodcuTiKO Agppayyeiwpa

AAAoiwor) amoteAoUHEYN ATTO GUVWOTICHEVA
olatetapeva Asppayyeia

SUxva og TadLd, Ke@a) - TPAXNAOC . L(ugbwg o€ maidla/evnAIKeG yeta A/O n
Aeppatiko: emMIOANG Kat v Tw BABel / ANAEG evTOTIiOELG: Ap. H 8 . .

GTOHATIKI) KOAGTNTd, €VOOKOIMAKA, OTeBomepITovalo, © AEPUA KAl BAEVVOYOVOG GTOHATOG
YEVVATIKN Treploxn, KOPHOG - EKTaTIKd AEp@payyeia 6To avwtePo Xoplo
<+ EvOOKOIAIaKO Agpgpayyeiwpa 6.6 amd KUGTIKO | TTOU OLATEUVOUV TIG KOAAQYOVEG IVEG TOU

HECOONAlWHA TOU TEPLTOVALOU KAl HIKPOKUOTIKO OIKTUWTOU X0piou

adEVWPa TayKPEATOG(EKPPAcn EMONAIAKWY OELKTWY) ] ] ) )
- MovooTtiBo evooOnAlo xwplg atuTia

+/- ONAEC

AeP@OKUTTApPIKEG aOpPoisELC

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



http://www.webpathology.com/

Ayyelakol oykol gye Hobnail evéoobnAia

Hobnail aipayyeiwpa

ONAwWOEG EVOOAEUPAYYEIAKO
ayyeloevéoOnAiwpa (6ykog Dabs ka)

AIKTUOEI0£G alpayyeloevéoOnAiwpa
METaKTIVIKN ATUTIN ayYElakn aAAoiwon

Hornick, Practical Soft Tissue Pathology, 2019



2TOXOEIOEC
(Hobnail- AipocidnpwTtiko Aipyayyeiwua)

To KaAONBeC avtioToixo Tou OLKTUOELOOUC
alpgayyetoevéodnAtwpatog

Agppatikn aAAoiwon, cuvnBwe ota akpa VEWY avopwy

H otoxoeldng KAWVIKN epgavion Ogv ivat oute €10LKN oUTE
amapaitnn ywa tn dlayvwon

JUHPHETPIKA ogpNVOEIONG aAAoiwaon oTo XOplo

Aupaocikn popgpoAoyia

Emipavelaka: ektatikol xwpot pe hobnail
evooONALa, +/- BnNAEC

Ev tw Babsl: oxIoP0oEIOEIC Xwpol ToU  OLATEPVOUV TIC iVEG TOU
OIKTUWTOU Xopiou

Alpoppayia , atpooidnpivn, AEHPIKEC aBpoioelg
AEPPAYYELAKOC PAIVOTUTIOC

ACUVEXNG/ AWV TTEPIKUTTAPIKOG OTIXOG

Enzmger Soft tlssue tumors 2020

Hornick, Practical Soft Tissue Pathology, 2019
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Ayyeiakol ‘Oykotl Evoiapeong KakonOeiag

AIMATTEIOENAOOHAIOMA Tumot kata WHO 2020

Opada ayyelakwy OYKwV PE BloAoyIKN
CUMTIEPLPOPA eVOIAPEDN HETAEU
AlHAYYEIWHATOG Kal

Kaposiform aipayyegloevéoOnAiwpa/Oucoavwto
algayyeiwpa — Tomka umotpomadlov

—_—

AYYEIOCAPKWHATOG - AIKTUOEI0EG
TommKn utotpoTn / XAunAo - ONAWOEC EVOOAEUWPAYYEIAKO Saviee LedloTdueva
petaotatiko Suvapiko (locally T GVOETO H H
aggressive, rarely metastasizing) a

WeudopUOYEVEQ

Zapkwpa Kaposi



AIKTUOEI10£C (retiform) AlpayyetoevooOnAiwpa

NEot eviAikeg Kal maidia P A 5
Evtomon oto x0plo Kal Tov umodoplo 16To, cuvnOwg 7 A R
OTAd AKpA (KATW) '

EMPNKEIG avacTOHOUHEVOL AYYEIAKOi Xwpol 8iknv
OPXIKOU OIKTUOU TTOU £TMEVOUOVTAl ATTO UOVO OTIXO
Hobnail kuttapwyv pe nma atumia, Pe VIOTE

HIKPEG ONAEG

IMAVIEG CUMTIAYEIC aBpoioElg euTpapwyv
£vO0ONAIaKWY KUTTAPWYV

To meptBaAAov otpwpa cuvibwg epgavidel cKANpuvon
Asp@okuTTapikn oindnon, evamoBEcelg alpgootdnpivng
D2-40 -/+ PROX1 +

Amoucia otixou TEPIKUTTAPWY

Avadiata&eic MAML2 (cuvnOwg YAP1-MAML2) cto
38% TwV MEPIMTWOEWY — OUVHOWG O€ Avipeg OTA

NS
KATW AKPO S e RN Y i . b it
LS .ﬁ £ VNN O () W5 l/»! L T e e T
er, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tissue Tumors, 5

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



ONAWOEC EVOOAEUPAYYEIAKO AINAYEIOEVO0ONAIWHA

- Xmavio veomAaopa, Kupiwg oc maidida Kat Bpgwn (25% os
EVNAIKEC)

- 2ZuvnBwc ota dkpda, XOplo Kal Tov urodoplo 1oTo

- EKtatikoi Agpgayyelakou TUTTOU Xwpol EMEVOUOHEVOL
amo KUBo&gIOEG evOOONALO HE OXNUATICHO
uaAosidomolnUEvVwy ONAwy mou emevouovTal amo
Hobnail kUttapa

- Agppayyelakog gatvotumnog (D2-40+/CD34 +/-) “ ‘;‘,';;j',"};.' a
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> 75 t“" T e 1

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



EmMONAIOEIOEIC AYYEIAKEC
AAAOIWOEIC

EmOnAioc1d£c aigayyeiwpa, emONAIocIOEC alpayyeloevooOnAiwpa, emOnAIOeIfEg
ayYEIWHAToel0eC 0lio, emMONAIOEIOEC AYYEIOCAPKWHA

Eutpapn evooOnAlaka KUTTapa He agpdovo KUTTapomAdopd Kal omavid
£vOOKUTTAPIA KEVOTOTIIA

H evdoOnAiakn ¢uon Ogv €ival mavta mpo@avng
Auvatn n EK@PaAcn KEPATIVWV
JUuXva MOAUECTIAKN avantuén

Ala@opikn Alayvwon: emOnAI0el0eC capKwpa, aAnBeic emoOnAiakoi oykol

Hornick, Practical Soft Tissue Pathology, 2019




EmOnAiog10£¢ Aipayyeiwpa

» EvAAlkeg 20 - 40 etwv, M>A, 50% moAueotiakn aAAoiwon

»  KegpaAn / TpaxnAog (KUpiwg TEPLWTIKA) KAl akpa (Kupiwg 0AKTUAA)/ TTEOG, 00TA, OTOHATIKOG BAEVVOYOVOG

» Mepiypamtn aAAoiwon o€ x0plo Kal uodoplo, 6TIAvia oE €V Tw BABel 1oTOUg

t‘;’{
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Mikpd ayyeia
meEPIBAAAOUY TO
KEVTIPIKO ayyeioyy
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PIOEret £
7
3 = -
B
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EmOenAios10n evoodniAia
ToU TMPOBAAAOUV GTOV
aulo - tombstone
S e MW appearance - lMapoucia
e e g, Q8] EVOOKUTTAPIWY KEVOTOTIWY
. &= “blister cells”

‘:‘.\-f;ﬁr\. =

PR R 4
o <e~ .\'”.‘\' ‘s}v’ ¥
KONy 5 Q}q‘g .
AT .:;3
B S

=ow
.

h et anh N ‘:k” , ‘ Torrence, Histopathology 2022;

© Elsevier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tiss;Je Tumors, 5h edition. Sa l e h 9 H um P a th Ol 2 02 3

DAsypovwong
ouVvIoTWOodA:
NWOoLVOWIAQ,
Agp@okuTtTapa,

@ Elegvier Inc 2008 Weice and Coldbhim Enzinaer and Weice'e QAaft Tieclie Tiimnre 5th editicon

JUPTIaYEiG TEPLIOXEG
XWPIG Ep@aveic auAoug




E]T[G[]A[os[dég AllJC(YYEi(DHC( AYYELOAEPPOEIONG UTTEPTTAAGIA E
Mop@pOoAOYIKEC TTOIKIAIEG

;;;_ e Jupmayng avamtuén
5 Auénpevn

e S e KUTTapoBpiBela
FQ WS 98 Cwv KAl HITWOELG
. 1 ¢ Nékpwon
e 50% cupmayelg Lo Mn epgaveic
.} aBpoioel <. ;2
ey S .| AYYELAKOL XwpoLl
# VEOTAQOHATIKWY AN ONTIK
| KUTTApWV ) ,
: CUMTTEPLPOPA

- U ¢ Juxvn avamtuén oto
TEOC

Anovoia évtovng *
orTuTtiog

WHO 2020, Classification of Vascular Tumors Papke, Virch Archiv, 200 Torrence isto athol 2022; Saleh, Hum Pathol 2022



MopLakr) YEVETIKN EMLONALOELOOUC ALUAYYELWUOTOC

29% avadiata&eig FOS ( partners LMNA, Vim, MBLN1, omavia WWTR1, SETD1B)

20% avadiata&eig FOSB (ocuvnbwg ZFP36 — >50% Twv TTEPITITWOEWVY OTO TTEOG, GUXVA PE ATUTT
XOPOAKTNPIOTIKA , CalpeTIKA oravia WWTR1-FOSB

TUTTOG KOl oUXVOTNTA aAvadIaTASEWY avaAoya TNG AVOTOMIKNAG EVTOTTIONG:

> FOS/FOSB avadiatageic ouvnOwg ota oota(>70%) , cuxvotepa otnv KuttapoBpion
ToIKIAla /e€QIPETIKWG oMAVIEG 0TO OEpHa (5%)

> FOSB avaodiata&eic ouvinOwcg oto meEog
> GATA6-FOXO1 avadiata&eig onmavieg (18%), Kupiwg oe KE@aAN-tpaxnAo kai SEppa

Amroucia FOS kat FOSB avadiatdaéewyv otnv ayyeloOAEPPOEION UTTEPTTAAGIA HE NWOLVOPIAIa—> ?
UN VEOTTAQOUATIKNA aAAOIwoN - WOTO00 EKPPACH OXEOOV GTO CUVOAO TwV TEPIMTwoswy FOSB

Amoucia ekgppaong FOS oto emBnAlocldeg ayyelwpatoeldeg olio

Papke, Virch Archiv, 2020, Torrence, Histopathology 2022; Saleh, Hum Pathol 2023



EmOnAloc10£g alpayyeiwpa

»Alagoplkn Alayvwon

EmOnAioc10£¢ aipayyeloevooOnAiwpa (Sldataln KUTTApwY o€ X0poEc,
amouocia pAeypHovwooug cuviotwoac) - CAMTA1 n TFE3+

EmBn)\losldsg ayyslocapKwpa (-00 amd TO CUPTIAYEC smGnNosldsg
alayyeiwpa, Evtovn atutia TwY VEOTAACOHATIKWY KUTTAPWY)

Nooog Kimura (Aspgpadevonadela, abpoicelg nwotvopidwy ce BAAOTIKA
KEVTPA)

> Avooo@AIvVOTUTIOC: CD31, CD34, ERG, D2-40
> Pitfalls: ‘Ekgppaon EMA kal kepativwv o€ €va TOGOOTO TEPITTOOEWY!

> ‘Evrtovn mupnvikn ék@pacn FOSB avaAoyn tou umotumou (80-100% ALHE)
oUVOAIKa 68% versus 46% FOS / 76% FOS n/kait FOSB(+)/ave€aptnta tng
mapouciag/eidoug UTTOKEIPEVNG avadlata&ng

> MMeploplopevn (<50% twv veomAaopatikwy KUTtapwyv) ek@paocn FOSB cto
56% Kkat c-FOS oto 62% TwV MEPIMTWOEWY

> Mupnvikn ék@paon FOSB napatnparal 0€ YEUOOHUUOYEVEG
muayvsuosvéoﬁn)\lwpa gviote otnv olwodn mepltoviitida,cuxvd o€ nuoyovo
KOKKiwpa, 58U'l'8p011(19n OnAwon evooOnAlakn umepmAacia Kal mMoAU omavia o€
KakKon0e1g ayyelakoug 0yKoug (emONnAL0€I0£¢ alpayyeloevooOnAiwpa,
EMONAIOEIOEG AYYEIOCAPKWHA)

Huang , AJSP 2015, Antonescu, Gen Chrom, Cancer 2014, Llamas -
Velasco, AJSP 2017; Tsui Int J surg Pathol 2023




EmOnAlo€10£¢ AlpayYEIWHA TWV 00TWYV

Eupeia nAlklakn katavopn

Eviomon: akpa (Kdtw > Avw), omaviotepa omovOUAIKA oTAAN, Kpavio, TAEUPEG, TTUEAOC

MoAueotiakn avamtuén (ouxva otnv idla avatopikn meploxn) ~25%

Oewpeital OYKog oplakng kakondetag tomka embetikog ( WHO 2020) — oAkn €€aipeon ( en bloc/ amdeon)

« Avadiatageig FOS ( 59-74%) [partner yovioia LMNA, VIM, MBLN1] n FOSB (26%) [partner yovidia ZFB36 n WWTR1]
« lotoAoylkd eupnpata: cupgmayng KuttapoBpidng aAAoiwon pe Aiya pAsypHovwdon GToIXEia

« Alaopikn dlayvwon: emOnAlocldEC algayyelovoodnAiwpa, YeUOOHUOYEVEG adlpayyeloevooOnAiwpa

FOS avadiatagn:

HHS Public Access ZXEON HPE ATPAKTOKUTTAPIKA
/ " Author manuscript Hop@oAoyia, Tapaywyn
FOSB avadiaraén: e Genes Chromosomes Cancer. Author manuscript; available in PMC 2022 January O1. ooToU, Tapouoia
’ZXéO'n HE T Chine Ottt (om0 January : 60(1): 17-25. doi:10.1002/gec 22898 OOTEOKAAOTWY, AIHOPPAYIKN
VEKPWON Kal dnbnon
nwowo‘"PlZ“Kn Epithelioid Hemangioma of Bone Harboring FOS and FOSB
(p}\ésl\r(ﬁpe?]\g:)]dn Gene Rearrangements: A Clinicopathologic and Molecular Study

Yusuke Tsuda' K Albert J.H. Suurmeijer?, Yun-Shao Sung’. Lel Zhang', John H. Healey”
Cristina R. Antonescu’

Approximately 15% of the referring cases had the Opolotnta pe

correct diagnosis ( EHE most common misdiagnosis) octeoBAdoTWYA (€TiONG pE
avadlata&elg FOS/FOSB)
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JUPTIAYNAG avantuén VEOTTAAOHATIKWY
KUTTAPWV

MelwpEvn €vtaon onpatog otig T1 Kal Kupiwg uynAn €vtaon otig T2
akoAouBieg
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HwolvogiAa veomAacpatika KUTTapa mou emevououv ' & EmOnAloeldn KUTTapa PHE KUTTAPOTTAACHATIKA
OUOOLAKPITOUC ayyELaKoUg auAou ; KEVOTOTIA
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AYYEIWHATOEIOEC TTOAUTTIOEIOEG WEUOOAEUPWHA

EmOnAl0€10£G ayyEIWHATOEIOEG O(lO mAoUcto ot T-Aep@okittapa (TRAPP)

-4

pappévo olidlo oto xoplo Pe umepmAdocia tng emdeppidag
Jupmayeig abpoicelg emONAI0EIOWY KUTTAPWY HE oTavia evooKUTTdpLd
KEvoTomia ) N
Amoucia mupnvikic ékppaonc FOSB 1 BETIKOTNTAC Yia KEPATIVEC MAaoparokuttapa, NwolvoPiia

McKee 2020

ApOova T Aepgokuttapa (CD4+ kait CD8+)

EmKaAuwn Pe emBnAloslosc alpayyelwpa: JIKTH QAEYHoVH, EVOOKUTTAPLIA KEVOTOTIIA
Hornick, Practical Soft Tissue Pathology, 2019




EmoOnAioci0e¢ aipayyetoevéoOnAiwpa (EHE)

KALVIKG XapaKTnPIoTIKA

« EVAAIKEG, [ 2 A, e€aipeTika omavio os matdld
« Aéppa, pJaAaka popla, mveUHovag, ootd, NTap - omoladNTOTE EVTIOMION

* loToAoYyIKA supnpata mapopola HETAsU Twv OLAPopwY EVIOTIOEWY aAAd n POyvwon Eaptdtal amo tnv
EVTOTIION

« Aeppatiko EHE e€alpetikig mpoyvwong — 6/0 atd petaoTatiké EHE
 TIVEUHOVIKO 1} 00TIKO EHE 1m0 €MBETIKO a0 EKEIVO TWV HAAAKWY HOPIwV
* NOAUECTIAKEG AAAOIWOEIG HOVOKAWVIKEG — =======  LETACTACEIC

¢ JUVOAIKO PETACTATIKO OUVAULKO 21%, TOc0oTO Bvntotntag 17%

« Kakonong oykog, AlyoTePOo EMIBETIKOC OE OXEON HE TO AYYEIOCAPKWHA

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



Age at
presentation

Sey

Solitary vs.
multifocal

Metastatic rate
Mortality rate

F, Female; M, male.

Clinical features of EHE by primary site

Soft Tissue

Wide range;

mean 48
years

F=M
Solitary

20%-30%
15%

Bone

Peakin
second
decade

F=M

60%
multifocal

20%
20%

Lung

Wide range;
mean 40 years

F>=M(2-3:1)

90%
multifocal;
75% bilateral

20%-30%
40%-45%

Hornick, Practical Soft Tissue Pathology, 2019

Liver

Wide range;
mean 40-45
years

F=M(1.5:1)
85% multifocal

35%-45%
35%-45%



EHE - lotoAoyika supnpata(l)

« X 40-50% oxEon ME HIKPOU/PEYAAOU HEYEOOUC ayyeio, Katd Kavova
PAEBa (PUYOKEVTPN avamtuén otov mEPIE 1OTO

v AYYEIOKEVTPLKO TIPOTUTIO PN EP@PAvEC oTo Ogppatiko EHE

« Apx€yovn ayyelakn ola@opomoincn HE Th Hopwn EVOOKUTTAPIWY AUAWY
- OTIAVIA JEYAAOL AYYELAKOL XWPOL OTNV TTEPLPEPELA TOU OYKOU

v’ Evdokuttaplol auAoi pe e€ayyslwpeva epubpd, oxt BAEvvn (6.0
amo adevoCa)

1 2 3
"; » ) ®
4 e " . A\ ‘ e)
S ® o ey )
& N/ =
,;' & (4] b 4 6 v
(g % ,". : ’
o G g : / b
o © g s
L e = Hornick, Practical Soft
® S “‘g Tissue Pathology, 2019
'S & @ Ay WHO Classification of
© W - Do % _e " Tumours: Soft Tissue and
S o 7 3 Bone Tumours 2020
- @ A

Ny 2= i - Enzinger, 7th edition 2020



EHE - lotoAoyika supnuata ()
A

« EmOnA10€10n0 N EAa@pd atpAKTOHOPWYA VEOTTAACHATIKA
KUTTAPA HE NWOIVOPIAO KUTTAPOTAAOHA Kdal HIKPO
TUPNAVIO

* AvaoTOHOUPEVEG XOPOEG VTOG HuEoiaAogidoug
OTPWHATOG TOU EVOUNIlEl XOVOPO

« EAaxiota @Aeypovwon Kuttapa (0.0 amo emONAIOEIOLEC
algayyeiwpa)

* Ymodopleg/ v Tw BABel aAAOLWOEL EUPEWC OINONTIKEC
v AepUATIKEG AAAOIWOELG HIKPEG KAl TIEPIYPATITEG

 MToAU omavieg pitwoelg (<1/10 H.PF)

Hornick, Practical Soft Tissue Pathology, 2019
WHO Classification of Tumours: Soft Tissue and
Bone Tumours 2020
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EHE - Avoco@aivotunog Kal HoplaKd EupnHata

EvdoOnAlakoi dsikteg: CD31, CD34, Fli-1, ERG i S LT .5
s » - ' o %
/ + - o '. . Q’ »~
CD34+/ \ J’:"‘f T ., \v:‘
r 4 4 s ¥ ) g ’ - > e o B
* '‘Ekgppaocn Kepativwy, €viote Olaxutd, oto 25-50% ; L " «* TS 4
, , .‘ ’ : N - ’.‘ -
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* 50% SMA+ ota veEOTTAAOUATIKA KUTTAPA . e Ly ’ o -
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« Ataxutn mupnvikn ek@paocn CAMTA-1 mt mapouciag WWTR1- Rl : e e . X
' ) F . - - ’ - A s *
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? Genes Dev. 2021 Apr 1;35(7-8):512-527. doi: 10.1101/gad.348220.120. Epub 2021 Mar 25.

> Genes Dev. 2021 Apr 1:35(7-8)495-511. doi: 10.1101/gad.348221.120. Epub 2021 Mar 25,
WWTR1(TAZ)- CAMTA1 gene fusion is sufficient to

WWTR1(TAZ)-CAMTA1 reprograms endothelial cells S or SR
dysregulate YAP/TAZ signaling and drive epithelioid

to drive epithelioid hemangioendothelioma . . . .

P b hemangioendothelioma tumorigenesis
Jordan H Drskl :". Yonggang Zheng *, Bo-Kuan Wu , Li Wang *, Jing Cai * Caleb N Seavey 1 2 3, Ajaybabu V Pobbati 1, Andrea Hallett , Shuang Ma 1, Jordan P Reynolds #,
Dinash Rakheja  * 2 ©, Michael Dellinger 7 &, Dugjia Pan * Ryan Kanai °, John M Lamar 2, Brian P Rubin * 4

* YAP1 kat WWTR1(TAZ) amoteAoUV KATAANKTIKOUG TEAECTEC TNG ONUATOOOTIKAG odou Hippo

* YO UOIOAOYIKEG CUVONKEG N onpatodotnon HEow tTng 00oU Hippo KataAnyel otn
@wo@opuliwon twv YAP Kal TAZ pe amotéAeopd TNV ATTEVEPYOTIOINCN AUTWY

* H ouvtnén YAP1/ TFE3 kat TAZ [WWTR1] - CAMTA1 odnye&i otnv evepyomoincn Kat
TUpNVIKN cucowpeuon twv YAP1 kat TAZ [WWTR1]

* H cuvtnén TAZ [WWTR1] - CAMTA1 amoteAsi Tov KUPLO INXAVIOHO OYKOYEVEONC OTO
EMONA0EIOEC alpayyeloevooOnAiwpa

« Auvntikn Bgpameutikn otoxeuon onpatodotnong TAZ - CAMTA 1



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

Fluorescence in situ hybridization for WWTR1-
CAMTA1 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 1,

Yuchen Huang = Hongchun Chen = Zhaogen Cai 1 Yan Zhao ?, Yanzi Qin 5, Xiaomeng Gong =

Zhenzhong Feng 1

Affiliations =+ expand
PMID: 32913529 PMCID: PMC7476104

Tumor Type Toidl  CAMTAL  CDai  CD34  FLM  ERG
Cases Positive  Positive  Positive  Positive  Positive
Epithelioid hemangicendothelioma 15 12 15 15 15 15
Epithelioid hemangioma 1 1 1 1 1 1
Epithelioid angiosarcoma 5 3 4 2 4 5
Epithelioid sarcoma & 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

 Mupnvikn ek@paon CAMTA-1 oto 85.7% twv EHE
« 'Ekgppaon CAMTA-1 o€ 6/37 mpocopolalouceg aAAolwoelg (e10IkoTnTa 84%)

 FISH yia WWTR1-CAMTA1 fusion probe 08€t1iko oto 93% - amoucia amo Ti¢ mpocopolalouceg
aAlolwoelg ( eldikotnta 100%)



EHE e atuma LoTOAOYLKA XAPAKTNPLOTLKA

Fi . ot JAR
P T B
:,.‘ 2 ‘;J ¥ : x » ' , & : ¥_: I 10— -~
’ ¢ =3 - P fL—"|
- AT ' .’ - WiV o &2 |
, AN A -n&-‘ ';.’,,“:'7} P 4 ;‘ 3 : 2 : 08 - ]
< - P : i @ y 2
SRR N ’;l J / Q", 24 r’w > E
X s v ’ “'t 854" . - = @
& i 4} . . e - g &) = 06 .
> : # e Ry A, - e B Typical
T S B A : S .
R\ z: ¥ : % T ¢ : S 04 Atvpical
X /. - Y 3 polh g i g typica
e & Q K , & 4 7 e a? 3
4 . i ’ ]‘\ I g, ’ ’ “ 02+
QP s t T Y B P=0.002
. :—""“" ., % / % :r“ ‘% ff/ 0.0 -
A y g el A PP : - - -
o f .?_r,-- : & ' ’:] . ¢~; 3 ‘i : 5 R o V_l'\ﬂq_:’\*th.s B - R —
E2.Z j s § e SO SR T DD, g e St R T e
e . : ?m - f = .6".,"’1' 4 X 2 - = sl s w’ e %},_5 & - »-’..:;,. > R £ & *
*  ATPAKTOKUTTAPIKN CAPKWHATWON Hop@oAoyla =T, Ty G @ T T e Ny T v s s
0 4 14 ’ ol ':-_,“ Q:‘ s X A .:‘\3:“ $,~. S = ‘d,—;.
« <10% EHE gppavifouv atuma iI6ToAoyikd S " N ¢ =esd-ae U0
2 2 : =~ = . o N e e S S
XAPAKTNPIOTIKA ( TUPNVIKO TTAEIOHOPYIGHO, TR e S P t kO %  BIRNS ;,"‘i‘;_.‘?
V4 y - < - - > S = ¥ - 3 . c"'-r -
mupnvio, HITWOELG) ST g O <8 &t S e s
) . > c = "a S d"v L o
+ Néxpaon SLES e (T cpieeD BT O S
4 4 4 & < = - b - _ > o - R 57 ’;" s, SRR &
e Opototnta pe emONAIOEIOEG AYYEIOCAPKWHA e s W NS AN =T 2 38
14 14 14 ’::’W ’;{ -‘.-._' ‘:3 : . ’,’a% Q&.‘: B ﬁ };\ .’) ‘)“vm . . ~:
v Alatnpnon eotwwy tumikou EHE e == P an e e,
4 ' 4 -'; 23 e - a-‘**' . ‘—‘ . ‘Z’\Q - % e .Q })'
« MeyeBog >3cm kat pitwoelg (>3/50 H.P.F) i T S el d TR ) Y- R T
4 4 4 4 | £S - B 3_;4 A N g
oxetifovral pe emOeTIKN BloAoyIkn cupmeppopda Tl P g R By S AIa B e o Ve

Hornick, Practical Soft Tissue Pathology, 2019; WHO 2020, Classification of Vascular Tumors; Shibayama, Am J Surg Pathol 2021



IoTOAOYIKA XAPAKTNEIOTIKA Kal mpoyvwon EHE

ATUTIN LOTOAOYLKN €IKOVA (1/3 TWV MEPITTWOEWY):

TouAaxiotov 2 €K TwV 3 XApAKTNPIOTIKWYV:

>YWnAn gitwtikn dpactnplotnta (1pit/2mm?2)

> ‘Evtovn mupnvikn atumia - mupnvio
> NNKTIKN VEKPpWON

A Proposed System for Risk Stratification of EHE

Risk Factors Score
Tumor size (mm)

= 3 0

= 3 1
Histology

Tvpical 0

Atypical® |
Hisk catepory Total score
Loy 0
Intermediate |
High 2

*Arypical listology is defined as having at least 2 of the following 3 findings:
mitosis > 12 mm”, high nuckear grade, and coagulative tumor necrosis. Any umor
histodogy that does not meet these critersa 18 conssdered typecal.

. . .. .J

Cumulative Overall Survival
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Low
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02+
High P < 0.001
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T | A )
100 150 200 o0
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Shibayama, Am J Surg Pathol 2021



> Mod Pathol. 2021 Dec:34(12):2211-2221. doi: 10.1038/541379-021-00879-7. Epub 2021 Aug 11.

10+
YAP1-TFE3-fused hemangioendothelioma: a mulrti- : |
i " - " I " G 4 +oe
institutional clinicopathologic study of 24
genetically-confirmed cases z °%
Josephine K Dermawan 1, Elizabeth M Azzato 1, Steven D Billings *, Karen J Fritchie 1, é R
Sebastien Aubert 2, Armita Bahrami 2, Marta Barisella ¢, Daniel Baumhoer >, Veronika Blum © % 0.6
Beata Bode 7, Scott W Aesif 1, Judith V M G Bovée 8, Brendan C Dickson 2, Mari van den Hout 1° 5
David R Lucas %, Holger Maoch 12 Gabriel Oaxaca 1, Alberto Righi 13 Raf Sciot 4, @ 0.5+
Vaiyapuri Sumathi 15 Akihiko Yoshida 1€, Brian P Rubin 7 § -
Affiliations -+ expand % W
PMID: 34381186 DOI: 10.1038/s41379-021-008739-7 g 034
2
14 I 4 r 1 4 1 4 1 4 O 02_4
* >A, eupeld NAIKIAKN KATavopn, cuvnlwg vea atopa
0.1+
« MaAaka popia (50%), ootd MVEUPOVEG, NTIA 00 , . r—— ; T -
Hopia ( ), HOVEG, Ndp 0 50 00 150 200 250 300 350
Time (months)
* [MoAueoTiakn epavion ota 2/3 Twv TEPITTWOEWYV Survival outcome in patients with YAP1-TFE3 hemangioen-
dothelioma. 5-year (60 months) progression-free survival probability

is 88%.

Mapd tnv mapoucia TOAUECTIAKNAG N/ KAl HETAOTATIKNAG
vooou, >47% Twv acOevwy emBlwvouy yia ToAAd €N -
5etn¢ emBiwon 88%/35% twv acBevwy gv {wn eAeUOepoL
vOGOU

» Oa katnyoplomoindsi wg Slakpitn ovIoTNTA oTNV
emepxopevn ta§ivopnon WHO (6" €kdoon) OyKwyv
HAAQKwV Hopiwv Kal ootwyv 2026



ouvtnén YAP1-TFE3
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Avocowtoxn MLKOC s)\svxoq o€ YAP1-TFE3 EHE
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. Ap)(LKé &VeL: ERG, CD31, TFE3, CAMTA1 IHC Marker # Positive Cases # Negative Cases % Positivity
ERG 22 (1 focal) 0 100
* Exdppaon TFE3 eniong o€ éva mocootd CAMTA1L Ostikwv EHE CD31 21 (1 focal) = 100
CD34 15 (3 focal) 3 84
* Exdpaon TFE3 evaiocbntog aAANd OxL ELOLKOC SelKTNG mm—) > EE?:EI"" 3 {focal) 12 20
L TFE '
eruBePfaiwon tng TFE3 avadiatagng > TFE3 19 0 100
* AntwAela avoooiotoxnUikng ekppaong YAPL C-terminus mio €16kn > CAMIAI 1 12 .

Other negative IHC markers (# cases)

Lo touc YAP1 avaSLOTETAYILEVOUC OYVELOKOUC OYKOU
Y S YH G Ay 6o S FOSB (4), SMA (3), desmin (6), S100 (9), SOX10 (3), HMB45 (6), CD68 (3)

Dermawan, Mod Pathol 2021; Anderson Mod Pathol 2021



leferentlal DlagnOSlS of YAP1 -TFE3 fused EHE

> Mod Pathol. 2021 De (12):2211-2221. doi: 10.103 00879-

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

Josephine K Dermawan %, Elizabeth M Azzato 1, Steven D Bill ngs 1, Karen J Fritchie 1

B : . - T . &5 = - , - e = T e - " 3
Sebastien Aubert <, Armita Bahrami -, Marta Barisella Daniel Baumhoer Veronika Blum

2 = s I S o Sz = 8 e g + 5
Beata Bode 7, Scott W Aesif 1, Judith V M G Bovée 8, Brendan C Dickson 2, Mari van den Hout 19,
o ae 11 2 -~ - ~ A ; - o 14
David R Lucas ==, Holger Moch 12 Gabriel Oaxaca 1, Alberto Righi =, Raf Sciot .

——— - S - S 2 16 . ~ 17
Vaiyapuri Sumathi 12, Akihiko Yoshida 1®, Brian P Rubin %7

Affiliations < 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 gene fusion)
* Conventional (CAMTA1 rearranged) EHE (CAMTA1 + 92% of cases)

» Epithelioid angiosarcoma (marked atypia, mitotic activity, necrosis)
Dermawan, Mod Pathol 2021



2uykpion WTR1- CAMTA-1 (a,b)
kKat YAP1 - TFE-3 moikiAiwyv (c,d) EHE

IoTOAOYIKA XAPAKTNPIOTIKA EUPNHATA CE
EHE pe YAP1-TF3 cuvtnén:

EmonAlosdn kuttapa pe agpdovo
KUTTAPOTAdoa

DwAewdeg TPOTUTIO
Amoucia pu€oiaroeldoug oTPWHATOC

AyYyE1aKO TTIPOTUTIO
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Papke, Virch Arch, 2020



2 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

Takahiro Shibayama 1, Naohiro Makise 2, Toru Motoi >, Taisuke Mori 1, Nobuyoshi Hiracka x,

Kan Yonemori # 3, Shun-Ichi Watanabe &, Minoru Esaki 7, Chigusa Morizane &3,
Tomotake Okuma 2, Akira Kawai 19 3, Tetsuo Ushiku 2, Yasushi Yatabe *, Akihiko Yoshida 1 3

Affiliations + expand
PMID: 33729740 DOI 10.1097/PAS.0000000000001660

Moplakn avaAuon

CAMTA1 umétutiog 59/62
TFE3 umotumog 2/62
Ymotumog pe mapaAiayn
WWTR1 (WWTR1- ACTL6A)
1/62

AN NN

« 'Ekgppaon cuvantoguoivng (Aotmoi VEUPOEVOOKPIVIKOI OEIKTEG

apvnTikoi) oto 6.4% twv nepimtwoswyv EHE — dtumn 1etoAoyia,
emMOEeTIKA BlOAOYIKN CUPTIEPIPOPA/ TapaTnpEiTal o€ £€va TOCOCTO

OUVOETOU alpayyeloevooOnAIWHATOG

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
hemangioendothelioma-A genetic subset associated
with cardiac involvement

Albert J H Suurmeijer *, Brendan C Dickson 2, David Swanson 2, Yun S Sung 3, Lei Zhang 3,

Cristina R Antonescu >

Affiliations + expand
PMID: 32170768 PMCID: PMC8258701 DOI: 10.1002/gcc.22839
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Comparative Study > Mod Pathol. 2020 Apr:33(4):591-602. doi: 10.1038/s41379-019-0368-8.
Epub 2019 Sep 19.

Prognostic stratification of clinical and molecular
epithelioid hemangioendothelioma subsets

Evan Rosenbaum +, Bhumika Jadeja <, Bin Xu 2, Let Zhang °, Narasimhan P Agaram ~,

William Travis 3, Samuel Singer 2, William D Tap 1 %, Cristina R Antonescu >
10 3
Affiliations + expand ‘ YAP1-TFE3 fusion
PMID: 31537895 PMCID: PM(C7228463 DOI 10.1038/s41379-019-0368-8 i
0.8
 Aeutepoyeveig HoplakEC aAlolwoelg os >50% twyv EHE ~ °°
« JuuBatikog CAMTA1 umrotuniog EHE mo embBetikog og  °*
oxgon e tov TFE3 umotuto WWTR1-CAMTA1 fusion
02
* AUGUEVEIC TTPOYVWOTIKEG TTAPAPETPOL: OINBNoN
ure{wKOTd, TTOAUECTIAKN avamtuén, AEPPAdEVIKES N 0.0
50 100 150 200 250

ATTOUAKPUOCHEVEC HETACTACELG 0

Follow up period (months)




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

Z l’j ve ETO A l p GYYE lo EV6O e n A iw p a Enzinger and Weiss,Soft Tissue Tumors, 2020

Antonescu, AJSP 2020

NeommAaopa amoteAOUHEVO ATTO TTEPIOCOTEPO ATIO VA OTOLXE(Q TTOU
AVTIOTOLXOUV 0 KaAondn n Kakondn ayyelaka veomAdopatda

Juxvotepd: OIKTUOELOEC AE, emBNnAloeldec AE, ATpAKTOKUTTAPLKO
algayyeiwpa

JuvnOwc anw akpa, ornaviotepa dAAsc Beoeic (YAwooa,
Agupaodeva)

TOMKEC UTTOTPOTIEC, OTIAVIA AEPPAOEVIKEC HETAOTACELC

‘Ekpacn veupoevOOKPIVIKWY OEIKTWY — EMIOETIKA BlOAOYIKN
oupmeplpopa (Perry, Mod Pathology 2017)

50% D2-40+/CAMTA-1 - ,
ATPpAKTOKUTTAPLIKO
PTBP2 - / MAML2 kat EPC1/PDC2 dlgayyeiwpa

oUVTNEN 0 OPLOPEVEC

AIKTUOEIOEG
HE VEUPOEVOOKPLIVIKO (PALVOTUTIO aigayyeloevoodnAiwpa

TEPUTWOELG

Avadiataelc YAP1-MAML2 oto 27% — BriAea dtoua TTaidikAS NAIKiag ota KATw AKpa



KAWvIkO MNeplotatiko 3
« Avopac, 40 etwv, ‘OyKog 0EKATNG TAEUPAGC HE ETTEKTACN OTA HAAAKA popla

~ A {, A
NeomAaopatika Kuttapd mou : ' ’
meptBAAAouv pAeBIKO ayyeio Mapoucia EKTATIKWY AYYEIWV




EmOnAio€idn Kuttapa, UmotumwoElg
ayyelakoi auAoi

Meploxn MNKTIKAG VEKPWONG Ho)\upnva i o Ootsonpaywyr']

ylyavrtokuttapa
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XapaktnpioTIKA:
« >60% TOAAAMAQ AUPOTEPOTAEUPA TAPEYXUHATIKA olia

Eviote ayyEIOKEVTPIKO MPATUTIO

ONAEG VEOTTAAOHATIKWY KUTTAPWY TTPOBAAAOUV EVTOG

KUWEAIOwY (evoayyelakog Bpoyxo-KUWeAIGIKOG OYKOG)

* ERG kat CAMTA-1 xpnoIpot O€iKTEG

 BloAoyikn cupmepipopa mo emoOetikn amo 1o EHE twv
HAAQKWV Hopiwv

 To EHE otov unelwkot
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NeomAaopatikoi 0ol HE UTTOKUTTAPIKO
KEVTPO KAl UTTEPKUTTAPIKN MEPUPEPELA

WHO Classification of thoracic tumors 2021



KALVIKO TIEPLOTATIKO 5

e [uvaika 57 sTwv
* MoAAamA£g BAABeG oto AP — UTTOVOIA PJETAOTATIKOU KAPKIVWHUATOG

NeomAaopatikd KUTTapa oxnuatifouv XopdEg Kal avanticoovTal VTOg
Baced@iAou xovOpoEIGoUG OTPWHATOG

78
EmOnAio€1dn veomAaopatikd KUTTapa Ye AMa atumia Kal eviote diauyn
KUTTAPOTAACHATIKA KEVOTOTIA




MoikiAAouca BloAoyIKN cuptrepipopd, Un Kadopl{opevn amo tnv
IOTOAOYIKN €1KOVa

ZUXVOTNTA AMOUAKPUCHEVWY HETaotacswy : 20-30%

XapaKTnEIoTIKA AMEIKOVIOTIKA Kdl HAKPOCKOTIKA gupnpata: ocnyeio
otoxou lollipop-€160AKn kKaAywag

Mpoyvwon mMoAU KaAUtepn 0 6XECN HE TO AYYEIOCAPKWHA

* NMupnvikn €k@pacn CAMTA-1 xprioun yia tn owakpion EHE kat
AYYEIOCAPKWHATOC

v'Movov 4% twv ayyslocapkwpdtwy givat CAMTA-1 +

Inueio “otoxou”: AUO N TPEIG KEVTPIKEG OTIBAOEG
UYnANg €vtaong onpatog Kat otiBadwy evoldpeong N
XapnAng €vtaong oNPAtog otnV mMEPIPEPELA

Kou, World J Clin Cases 2020
Taniai, Case Rep Gastroenter 2020
WHO digestive system tumors 20189
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A unique epithelioid vascular neoplasm of bone characterized
by EWSR1/FUS-NFATC1/2 fusions

Nooshin K. Dashti® | Brendan C. Dickson”®® | LeiZhang® | Ziyu Xie*® |
Gunnlaugur Pétur Nielsen® | Cristina R. Antonescu® ©

EvaAlayrn ayyELOTMAQOTIKWY KOl OUUTTAY WV TIEPLOXWV
‘Hrmio €wg HETPLO TTUPNVLKO TTAELOUOPDLOUO

40% TOAUEOTLOKN QVATTTUEN
amgvaogv&oer])\ip

-

ey

APXLTEKTOVLKH QLUAYYELWUATOG UE ULKPOU
pey€Boucg ayyeia

KUttapa pe ATUMouG UTTEPXPWLOTLKOUG
TIUPNAVEG OE CUUTOYH TIEPLOXNA

Meyala nwowvodiha KUTTOPA HE
| TIUPAVLO KAl SLACTIAPTEG UITWOELG

Ektatika ayyeia emevbuopeva amno
hobnail A kuBoeldn evéoOnALa



ATPAKTOKUTTAPIKEG AYYEIAKEC AAAOIWOEIC

ATpaKTOKUTTAPIKO alpayyeiwpa, Kaposiform aipayyeloevéodnAiwpa, capKkwpa
Kaposi, YeUuGOHUOYEVEG alpayyEeloevooOnAiwpa, Eva mocooTo
AYYEIOCAPKWHATWY

H ayysiakn @Uon €ival mpo@avng 6TO ATPAKTOKUTTAPIKO aljayyEiwpa
A/0: un ayyElakKoi OYKol yld TIC UTTOAOITTEG OVTOTNTG

2TolXeia ONAWTIKA evO0ONAIAKAS Sla@opoTToincng: CUUTIIECHEVOL AYYEIAKOL
auloi, e€ayyelwpeva epubpda, aipgocionpivn Kal EvOOKUTTAPIAd KEVOTOTIA

Avoooiotoxnpueia yia HHV-8 emBeBaiwtikn o.Kaposi kal yia evéoOnAlakoug
OIKTEC amapaitntn yia tn diayvwon YeuOoHUOYEVOUG
algayyeioevooonAiwpatog



ATPAKTOKUTTAPIKO Alpayyeiwua

- EBeswpeito tUmoc aluayyeioevoobnAiwpatog

- Ymodopla aAloiwon cuvnbwg ota dkpa
VEWYV ATOHWY, XPOVOAOYOUHEVN GUXVA ATIO
ETWYV

- Eviote ota mAaiola cuvdpopou Maffuci,
Klippel - Trenaunay

- 50% gvooayyelakd, TOAAATAd, UTTOTPOTIN
60%

Awpaoikn aAAoiwon

- INPayywoOEG CTOIXEIO v

(AETITOTOIXWHATIKA AYYEid PE ATOTAATUCHEVO

evooOnAlo- meplkAElouy BpouBouc n epubpa)

- Kaposiform otoixeio v v

(0TPOYYUAQ N €mMBNAL0€10N KUTTAPA HE
£vOOKUTTAPLOUG AUAOUG I KEVOTOTTLA) 4
*  Moplako eUpnua :cuxvn mapouacia
(IDH1>IDH2) petaAAa€ewy oTIg
OTMOPAOIKEG KAl CUVOPOUILKEG
TMEPIMTWOEIG

(Ten Broek, 2017)




2apkwpa Kaposi

MoAueotiakn HHV-8 emayopevn
ayyelakn unepnAacia

H Aoipwén pe tov HHV-8 civai
avaykaia aAAd oxt ikavn cuvonkn
yla TNV Yéveon Twv BAaBwy

‘OYKOG OpIaKNAG
KakonOelag

Y€ YEVIKEUUEVO odpKwpa Kaposi
nmpooBoAn NEX, mveupova,
AEPPASEVWV

HHV-8 LANA

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

5 KALVIKOl UTTOTUTIOL

KAaciko: nmag BIOAOYIKNG CUHTTEPLPOPAG OEPHATIKEG
aAAoIWoELG 0€ NAIKIWHEVOUG acOeveic MeECOYEIOKNG KATAYWYNG,
A>T, avw akpa (10% omAaxvikn/BAevvoyovikn TpocBoAn)
A@pPIKAvIKO £vONUIKO: AMaAg BIOAOYIKNG cupmepipopdg, HIV -
maidld Kat eVAAIKEG, OEPHATIKN VOOOG, TOTIKA EMOETIKA Kal
YEVIKEUHEVN AgpgpadevomadnTikn popypn

XXETI(OPEVO HE AVOCOKATACTOAN

HIV oxeti{opevo

Mn €mMONMIKO: TAPOHOIO0 HE TO KAAGCIKO aAAd o€ veéa atopa HIV(-)

Hornick, Practical Soft Tissue Pathology, 2019




Yapkwpa Kaposi

» 2TAaolo KnAidag

- AvaotopoUpeva PIKpd ayyeia
TEPLE EKTATIKWY AYYEIWV N
e€EAPTNUATWY OTO XOPIO -
OlATEPVOUV TIGC KOAAAYOVEG
IVEG

- Amoucia
a§loAoyng atumiag
- ATPAKTOHOPPWY
KUTTApwWV

- Napoucia AepgoKutTapwy,
TAQOHATOKUTTAPWY

» XTAolo MAAKAG

Apxopevn avantuén
ATPAKTOHOPPWYV
KUTTApWYV TEPLE
UTTEPTIAAOTIKWY AyYEiwY

E€ayysiwpéva epubpd,
£pUBPOPAYOKUTTAPWON

2patpidla uaAivng (PAS+)

I

2taoio 6lou

I'Isplysypapgévo
KuttapoBpiBEg olidlo
TTOU TTEPIKAEIEL OECHEG
ATPAKTOHOPPWY
KUTTAPWY PE EAAXIOTN
TUPNVLIKN atuTia

E€ayyeiwon epubpwv

Ewova «tputntou» - slit-
like auAwyv

Alatetapéva Aepgayyeia
oTNV MEPLPEPELA
Aspokuttapa,

TAdcpatokuttapa,
o@aiptdla uaAvng

Avocopalvotumog
- CD31, CD34, D240+

. HHV-8 (LANA) + [92%]
— RT-PCR(+)

» YmepTeEPEL Evavtl
PCR

» XTAVIA OE
avtidpacTIKA
ayyeloevootnAlw-
patwon Kat
AYYELOCAPKWHA OTO
£0aocAIDS

{.
&

S

o o 77 A | G P b
2R Ty A " SR R NANSY TGN
"\ /. © Elsevier, Inc. 2008 Weiss and Goldblum. Enzinger and Weiss's Soft Tissue Tumors, 5th edition



KAWVIKO MNeplotatiko 6

« Avopag, 60 eTwv

« HIV Betikog

«  AM\oiwon otnv
HaABaKn UTTEpWa Kat
Tov 016 avw AoBoO
ToU TveUpovda

firs

>
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MAaopatokUTTtapa Kat evamoBecelg alpootdnpivng
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Ewikova 6iknv “nbpou”

MAacpatokuttapa
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Kaposi octov

dpKwHaA
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Hung, Surg Pathol 2021;ljzendoorn, Surg Pathol 2017;

LIJ E U 60” U Ovsvs’g a llJC(YYE lo svaoe nAiwIJC( ( I ) Righi, Am J Surg Pathol 2020;Hornick, Dignostic pathology 2019
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EvVOOUTKEG aAAolwoelg oto 50% Kal
OCTIKEC aAAolwoelg oto 20% Katd Tov
ATTELKOVIOTIKO EAEYXO

Dﬁ?,'". HpoBaMouoa ouGstapocthKn thenon (50% Twv neptntwoswv) RS

v R g ) e PN R o o L N \ *‘.\‘Ql‘;).“

60% TOMIKN UTTOTPOTIN oTd
* TTPWTA £TN
AinOntikn avantuén
Neotepa 0eOOPEVA UTTOOEIKVUOUY OTL
TO YEUOOHUOYEVEG

aigayyetoevooOnAiwpa ota oota
CUUTIEPIPEPETAl TTAPOHOLd HE TO

Hwolvocpli\a arpaKtopopcpa Kat

, i wOoEeIdN KUTTApA JE ATA ATUTa o€ 2 I'Iapouola OOTEOKAAOTIKOU TUTIOU
EMONAI0€I0EC AlpayyElwHa XAAapECG OEOUEG 2 lYAVTOKUTTAP WYV




WeudopUoYEVEC alpayyslosvdoeni\lwua(ll)

- Avooopaivotumoc:

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

gotiaka (+30%)

-MNF-116, EMA, 5100, CD34, Desmin -

‘Evtovn oiaxutn ekgppaon FOSB

Mopilaka supnuata: SERPINE 1 / FoSB ouvrngn (55%)
Kat ACTB / FOSB cuvtnén (- 45%) mo EUPAVNG OE
HovNpElg BAaBeg > mupnvikn ekgpacn FOSB

A/0: EmONAl0€10£C odpKwUaA (anw)\sla INI1 R BRG1),
KAaKonoeig emGnNosldslg AayYELQKOi OYKOlL (CAMTA1

yia EHE 1 AatuTia oTo ayyslocapKwpa), HUOYEVEIG

OYKoOl (MUOYEVNG pAIVOTUTIOC, amoucia evooOnAlakwyv
6£|Ktwv), emMONAI0€I0£C alpayyEiwpa, olwdng
mepITOVIITIC (amoucia eveoONnAlaKwy OEIKTWY)

FOSB moAuU omavia o€ ayyelocdpkwpa kat EHE/ouxva o€
TTUOYOVO KOKKiwpa Kat OnAwdn evéodnAilakn umepmAacia
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Hornick, Practical Soft Tissue Pathology, 2019; Tsui. Int J Surg Pathol 2023;Hung, Am J Surg Pathol 2021; ljzendoorn,Surg Pathol 2017



AYYE 100 é( p KW IJ d Hornick, Practical Soft Tissue Pathology, 2019

w N =

ESP Congress 2022

KakonOeig oykol pe ayyelakn N Aspgpayyelakn diagopomoinon
Etepoyeviic opada og emimedo 10TOAOYiIAG, AITIOAOYIAG, EVTIOMONG KAl HOPIAKWY EUPNHATWY
AtioAoyia: 56% mpwtonaBég, 45% deuteponaO£G (METAKTIVIKO/ OXETI{OUEVO HE AEUWPOIONHAQ)
Evtomon: ke@aAn/tpaxnAog (27%), paotog (19-38%), ev tw BaOel paAaka popla (34%), omAayxva (14%), oota (4%)
Tpeig KAIVIKEG HOPYES

) H evtomon oxetiletal He TNV mMPOYvwon (schott, Sarcoma 2021)
Agppatiko

) ) ) AgpUATIKO KAl HETAKTIVIKO HAGTOU — TOTIKN UTIOTPOTIN
Ev tw Badel paAaKwy Hoplwy

Ev tw BaBsl HaAAAKwWYV HOPiwV — HETACTACELG

Tou paotou

Imavia: OlauYOKUTTApPIKO, HE appwon KUTTAPd, aKpoXopOovwoEeG, HE KOKKIwON KUTTapa

Oewpeital high grade pe povadikn moavi €aipeon To MpwWTOMAOEG AYYEIOCAPKWHA TOU Hactou To omoio diaBadpiletal

(Torrence, Histopathology 2022g ) o
Vasoformative Spindle Epithelioid




Ayyelocapkwpa - Moplaka eupnuata

v Evioxuon/umepék@paon MYC og dsutepommaOeg ayysiooapkwpa (55-100%)
VS <10% o< mpwtomadeg (MAoTOU, 00TWYV) - CUVOAIKA ~50% Twv
AYYEIOCAPKWHATWY
Atmouocia MYC evioxuong o€ AAAA PHETAKTIVIKA CAPKWHATA KAl GE ATUTN
ayyelakn aAAoiwon
H ek@ppaon c-MYC dev O1a@popodlaylyvVwoKel TPwWTOMAOEC Kal
OEUTEPOTTAOEC AYYEIOCAPKWHA

v Evepyomoinon TGFB o ayyEl00ApKWHA 00TWY

v Zuvevioxuon FLT4 n MAML1 kat MYC oto 25% twv dsutepomradwyv
AYYEIOOAPKWHATWY (OEpATEUTIKOI OTOXOL)

v MetaAAa&n KDR (7-10%) o€ ayyEl00APKwWHA TOU HACTOU, KAl HETAKTIVIKO
KDR petaAAaén, PLCG1 petaAAa&n kat FLT4 evioxuon apoiBaiwg eEAIpeTEEC
v MetaAAaén PLCG1 oto 9-30%, eviote ye PTPRB
v >50% avwpalAieg o0ou MAPK, 1/3 petaAAaén p53, 25% CDKN2A del
v PTPRB petaAAdén oto 25% Twv ayyelocapKwUAtwy/ 6XEon e evioxuon MYC, A/

v Missense CIC petaAAaén (+/- ouvtnén) oto 10% tTwv mpwtomadwyv
ayyelocapKkwpatwy (ouxvn ayyelakn oiagopomoinon,
emMONAl0€10NG HopPoAoyia, VEa NAIKIA, TTWXN MPOYVWOoN) — MOPIOKK UTToypa®n
OTPOYYUAOKUTTAPIKOU COUPKWHATOG

MYC
amplification

Hornick, Practical Soft Tissue Pathol
2019; Papke, Virch Arch 2020; WHO
2020, classification of vascular tumors
Yamakawa, Japanese J Clin Oncol 2025



Aeppatiko Ayyelooapkwpa (~50%)

Imopadiko
KegpaAn/tpaxnAog
HAKIwpEVOL AVOPEC Zuxvn p53 petdAhaén, TTMB, 1PDL1 [oxéon pe
S Uxvd TOAUEGTLAKS UTTEPIWON aKTIVOBOAia]
Tomkn umotpomn: 80-90%, yetaotaon 50%

MeTaKTIviko
5-6 £tn katomy Ca paotou, N 10-15 £tn o€ AAAEC BEOELG
Tomkn unmotpomn: 70%, YETACTACELIC ACUVAOELG

€ XpOVIO Agp@oidnua
JuvnBEoTteEpa 0To Avw AKPO

>10 £TNn PETA ATIO HACTEKTOUN HE PLUIKO Asppadeviko Kabaplopo (Stewart -
Treves cuvOpopo)

JUXVA TTOAUEOTIAKO

ESP Congress 2022
Yamakawa, Japanese J Clin Oncol 2025
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2TOPAOLKO HEPUATIKO AYYELOCAPKWL
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NeomAaopatikn ,dlnencrl o€ OAo TO Traxog TOU Xoplou He Avpalot oxIoHOELOEIC ayyElakol xwpot emevéudpevol amd dtuma eveoBnAlakd
ETTEKTACN OTOV UTTOOOPLO LOTO KUTTapa OlATEPVOUY TIG KOAAQYOVEG iveg Kal TTepIBAAAouveEapTipata 0EPUATOG
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‘Evtovn atumia twv ev0oONnALaKwY KUTTAPWY TTOU EMTAAEIPOUV TOUG ayYELAKOUG
XWPOUG |



2TopadLKO depaTikO ayyelooapkwpa (1)

ZupTayng avamtugn Eviova Atumwy emMBONALOEIOWY KUTTAPWY HE
EPPAVEG TTUPAVIO KAl APOOVES PITWOELG

KAWviIko Meplotatiko 8

 Avdpoc 88 stwv, popdwHa pLVOC




KAviK6 MeploTatiké 9 MeraKtLVLKo depuatiko avvewodpl(wua

luvaika, 40 stwv

lotopiko Asppwpatog Hodgkin (Tpo
20€tiag) oto

HECOBWPAKlo =) X/0O Kalt A/O
Ap@otepomAcupn O1NBNon GEpUATOC
paotou amo .wooug Xpolag aAAoiwon,
mMOavwWs PAEYHOVWOEG KAPKIVwHA

Kupla onpéla:
NTa atumia
- OINONTIKN CUPTEPIPOPA
- ZuvnOwg AKO yia Ca paoctou
- MYC evioxuon/avoocoEkgppaon
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LIRS T Rt 20 B T o ST =

KAviko Meptotatikd 10 AEPUOATIKO AYYELOCAPKWHA GE XPOVLO Aepdoidnua

[uvaika, 82 stwv
MoAuolwdng aAAoiwon o€
AEP@OIONUATWOEG KATW AKPO
lotopikd aktivoBoAnBEvTog
KAPKLYWHATOG PATPAG HE
pL{IKO BoUuBWVIKO
AePPAdeVIKO KaBaplopo

Alaxutn 61nBnon xopiou amd MTwxda SlAPOPOTTOINHEVO
VEOTTAQCHA HE GUUTIAYN HOPYOAOYid, TO OTIOI0 EEEAKWVEL
v emogppida

Eotiakd ta veomAdopatikd KUTtapa, EMAAEiPoOUV GXICHOELOEIC XwPoug Kat oxnpati{ouv ONAEG evt
7 A AW S o TR RRE.T.W T TP : e, ] T e : 2 =t - 2% . o




AYYELOCAPKWHA TOU paotou

MeTaKTIVIKO MpwtomabEg

«  Méon nAwkia 71 étn «  Neotepeg yuvaikeg (30-50 gTwv)

«  Adpecog xpovog 6 £Tn pPetd A/O *  Anoucia otopikou A/O

.« Epgpdvion oto aktivoBoAnBév déppa «  Evrtomiletal Babia eviog tou padlkou TapeyXupatog
« 5 etng emBiwon 56% « Awqueon emBiwon 3-5 £€1n

«  Evioxuon MYC «  Amoucia evioxuong MYC

«  BloAoyika emBEeTIKO . BloAoYIKA EMBETIKO

Russell, Montgomery Susnik Adv Anat Pathol 2022

lotoAoyika mapopoia: evpl popdpoloyko dpacpa Inpaocia tLotoAoylkng Stafaduionc (apdtAeyouevn)

e A
X EST b =2

AiBnon TEPLE TPOUTAPXOVTWY népwv B Atdxuta dinBNTIKG ayyeloodpKwua pe “abwa” IGTOAOYIKN EIKOVa
padikou adéva — Hornick, Practical soft tissue pathology 2019; ESP congress 2022



D.D: Postradiation atypical vascular lesion

Histopathology

Histopathology 2020, 77, 293-302. DO 10.1111/his. 14090

Post-radiotherapy vascular lesions of the breast:
immunohistochemical and molecular features of 74 cases
with long-term follow-up and literature review

Angelo G Corradini,'® Sofia Asioli,' Luca Morandi," Maurizio Brotto,” Alberto Righi,*(®

. . . . . 5 s s s 1 6 e 7.8
Marica [ommi,” Claudio Agostinelli,”® Paola Rucci,” Silvia Asioli,” Anna Sapino,”
Giuseppe Viale?!'" & Maria P Foschini'(®

Y€ ATUTIN ayyElakn aAAoiwon:

« Amouocia ékppaong/evioxuong MYC

« MetaAAa&eigc hTERT kat RAS o€ xapnAdtepo
TTOCOGCTO A0 HETAKTIVIKO AYYEIOCAPKWHA
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OTO PECO XOPLO

B)[apoucia eKTATIKWY ayyeiwv
HE AEPHPAYYEIAKO (PAIVOTUTIO
otnv empavetla (hobnail
algayyeiowpa)

C) AYY’EIGK(;)i Xwpol be L o (1
svdo’GnAla NTAg ATUTLAg TOoU . oty ;{-’.-f_,-»,(, ‘ ;,.‘2
OLATEUVOUV TIG e I U5
KOAAQYOVEG i(VEG TOU XOpiou

8 o~ -~

Hornick, Practical soft tissue pathology 2019



Donnell and Rosen grading of breast angiosarcoma

Grade 1

D0 5 .55_ 0
| Cher Bl ) T

AVOLGTOMOULLEVOL QLyYELOKOL Zupasdwon evéoBnAiwy, NpoBdaAlovosg BnAsg,
XWpPOoL, AT aTuTtia, arovoia ggtiakn ntapovota 9"17\‘?% OUHITAYELG 1] ATPAKTOKUTTAPLKEG
BnAwvV, StnONTIKA cupnepLdopd OLIIOUGLOL CUMTTAYWV N TLEPLOXEG, atumia, adOoveg
OLTPOLKTOKUTTOPLKWYV TLEPLOXWV HLTWOELG, VEKPWON

Nascimento et al, Am J Surg Pathol 2008



Review > Heliyon. 2024 Jan 19;10(3):224413. doi: 10.1016/j.heliyon.2024.e24413.
eCollection 2024 Feb 15.

Angiosarcoma of the breast: A review

Ran An 1 2, Xiao-Juan Men ¢, Xi-Hao Ni 1, Wei-Tao Wang !, Chang-Liang Wang 2

Affiliations + expand
PMID: 38318005 PMCID: PMC10839862 DOI: 10.1016/j.heliyon.2024.e24413

The histologic grading and features of breast angiosarcoma.

Low High
Lesion involves breast parenchyma Present Present
Interanastomosing vascular channels Present Present
Hyperchromatic endothelial cells Present Present
Endothelial tufting
Papillary formations Present Present
Solid and spindle cell foci <10 % of tumor area > 10 % of tumor area
Mitoses (/mm2) 0-10 Numerous
“Blood lakes” Present Present
Necrosis Absent Present

Mitotic counts are classified into 3-tier system: score 1 (0-5 mitoses/mm?2 ), score 2 (6—10
mitoses/mm?2 ), and score 3 (> 10 mitoses/mm?2 ).

An R, Heliyon. 2024
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Overall survival:

. Five-year OS declined with increasing
grade:
> Grade 1: 85.7%
> Grade 2: 83.3%
> Grade 3: 40.4%

1.00

0.75

Q 10 20 30 40 50 &0
Time (months)
Grade 1 or 2 Grade 3
- L1
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. Five-year DFS declined with increasing —
grade:
> Grade 1: 85.7%
> Grade 2: 77.8%
> Grade 3: 33.3%
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Ayyelooapkwpa ev Tw BabeL palakwyv popiwv

. Kupiwg oe avopeg

. Eupeia nAIkiakn kKatavoun
. EVAAIKEG: dkpa Kal omobomepltovalo
. Maidia (omavia): pecoOwpakio, Kapdid, MEPIKAPSIO

. JuvnOwg mpwtomab<g, omavia deuteponadeg (Aoyw, A/O)
. Katd kavova emoOnAlogl0€g

. Oewpeital upnAou grade — dev evdeikvuTtal BabuoTtroinon Katd
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[leplKUTTAPIKOL/ TTEPLAYYELAKOL OYKOL

1. ‘'OyKog ayyelakng ToAUTING

2. MuomneplkUTwua



Meprayyelaka

NeomAaopata - ‘Oykog
Ayyesiakng ToAunng (glomus
tumor)

Kakon@nc 0ykoc ayyelakng ToAUTING

Mecgyxupatiko veOmAaopa To omoio
TMEPIKAEIEL KUTTAPA TTOU
TMPOcopoIalouy oTd TPOToToINHEVA
HUTKA KUTTApd TG (PUGIOAOYIKAG
AYYEIAKAG TOAUTING

Juvnbwg umovuxia gpubpokuavn
emwouvn aAdoiwon, P.0. < 1eK.,
oOTTavIOTEPA 0€ AAAEC BECEIC

>A o€ utovUXIeG BAABEC

Evtovn mupnviki atumia i mapousia  FESIEIE LG RO
ATUTTWV HPITWOEWV onpayywooug alUHayyeWwHatog
ATpaKTOKUTTAPIKO Qecpsdwté n o gt v
OTPOYYUAOKUTTAPIKO VEOTTAQOHA by e 3§ ’3&‘? Bl a8 ‘g}
o TR
BRAF kat KRAS petaAAagelg oe eva by 2% Mﬁ’tw_' ¥
TTOGOGTO MEPITTWOEWY BN e Gi'&-“; 8, ¢ i
.-t,_.. ~ !
Ix€on BRAF petdAAaéng — ?“ ‘
LE KAKORON LOTOAOYIKA | EA el el I T E 4 X
XQPAKTNPIGTIKA Alpgyyslonsleurwpatwésg & &7, Lt o
TPOTUTIO oA » s~ gl . [T > 8

oldblum. Enzinger and Weiss's Soft Tissue Tumors, 5tt

% OHOLOHOPPWY

& Olauywv
KUTTAPWVY TIOU
nmePIBAAAoUY
TPIXOEON ayyeia

MMopayyeglopuwpa: mapouasia
TTAXUTOIXWHATIKWY AYYEiwV . 5th editio

WHO, Soft tissue and bone tumors 2020



KAWVIKO TTEPLOTATIKO 12

« Avdpag 60 etwv Pe eMwOUVO
HOppwpa oto Bvap Po 1 €K.
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Alayvwon: MopayyeslomepkUTwHd

Alagoplkni Alayvwon:

« [Aopayyelopuwpa (kuttapa Glomous + Huostdn
kKUTtapa DESMIN+)

*  MuomepikUTwHa

(ZUYKEVTPLKNA avAamtuén HUOEIOWY KUTTAPWY)

D23 ki 1%

DESMIN




MuoTepIKUTWHA

- KaAonong meplayyelakog HUOEIONG OYKOG

- ZUVAOwWCG evAAIKEG (A > I), oxéon pe EBV emi
AIDS

- Xoplo i umodoplo, cuvnNBwE ota AKpa,
omavia ev tw Babel 1otoug

- KaAd meplyeypappEVO, UN EYKAWYWHEVO

- ZUYKEVTPIKA, TOAUcTolBn avamtuén
OHOLOHOPPWY WOEIWY / ATPAKTOHOPPWY
KUTTAPWV TEPLE HIKPWV 1 EKTATIKWYV
ayyeiwv

- XE PEPIKEC TTEPITTTWOELG EVOOAYYELIAKN
gvtomon

- EmkdAuyn pe ayyeloAslopuwpa Kat
algayysiwpa

- YBPIOIKEC TIEPITTITWOELG:
YAopayyelopuoTTEPIKUTWHA

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

Avoocopatvotumog: Aoucia TANpouc Aciou putkoU gatvotumou (SMA+,

WHO, Soft tissue and bone tumors 2020



KAWVIKO TTEPLOTATIKO 13

« Tuvaika 47 eTwv PE TEPIYPATITO
Hoppwpa de€lov yovatog uo 1 €K.
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Mnvupata yia Tto omiTl

O1 emONAIEIOEiC ayYEIAKEG AAAOIWOEIG Eival GUXVA MOAUECTIAKEG — 0.0 A0 HETACTATIKO
KApKivwpa

To emONA10€10£¢ alpayyeiwpa Oswpeital 0YKOG oplaknNg KaAKonoOelag ota ootd Kal
xapaktnplletal avaloywc thg EVIOMonG amo dvadlata&elg tng oikoyevelag FOS (>70% yia
Ta ootda) Kal ek@paocn FOS/FOSB

H ek@ppacn FOS/FOSB oto smOnAL0€10£¢ alpay%eiwpa gival ave€aptntn TNC UTTOKEIMEVNG
avadl,atagn;\g)\ml mapatnpeltal, mEPAvV TOU WEUOOHUOYEVOUG AIHAYYEIOEVOODNAIWHATOC
ouxva o€ aAAeC KaAonOB<Ig Kal TTOAU oTravid 6€ KAKONOEIG aYYEIAKEC AAAOIWGCELG

To Lpsudoyuoysvég,alpa\éyglosvdoenZ\iwpa HIMEITAL YN AYYEIAKO VEOTTAAOHA, ]
xapaktnplleral amo avadlata&n Kal ekppaon FOSB kat epgavilel nma BloAoyIKN

1 4

oUHTIEPLPOPA OoTtav evromiletai yia ootd

Mopiakoi umotumol EHE: WWTR1-CAMTA1 (85-90%) YAP1-TFE3 (5-10% 10wqitepa |
xapaKt%plct,lKa Kal KaAutepn mpoyvwon) Kal mapaAAdayec WWTR1 (cuxva ge mpotipgnon
Yld KapOlaKn CUHHETOXN KAl ATUTIA IOTOAOYIKA XAPAKTNPICTIKA)

Mpoyvwon ayyEIooapKWHATOC avaAoyn EVIOMoONG Kal attioAoyiag

MOavn mpoyvwoTikn afia 1IoToAoylkng S1aBaduiong oto ayyeloGdpKwHd TOU HAGTOoU
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