nMnvi2
MuookeAetikn OykoAoyia:
Alayvwon-Oeparneia-Epeuvva



NeomAdopata Malakwv Mopilwv ABEBatnc
lotoyEveong

Nakwwtakn EAeuBepla
Entikoupn KaBnyntpla MabBoloyikng AVOTOULKAG
A Epyaotripto NMaBoAoyiknc Avatopknc EKMA



NeomAdaopata Maiokwv Mopiwv ABERatnc lotoyEveong

KAANOHOEI2
» Mufwpa
» EmiBetiko Ayyeloptéwpa
» MAeopopdoc YaloetdomotoUevog AyyeLEKTATLKOC OyKoG
» Owodatouplkdc Meosyxupatikog OyKoc
» Meprayyelakoc EmBnAtoeidng Oykoc (kaAondng), AyyelopuoAinwua

ENAIAMEZHZ KAKOHOEIAZ (TOMIKA ENIOETIKA)
» ALLOOoLONPWTIKAC IvoAtmwpotwdng Oykoc
» EmiOnAlosldeg AyyelopuoAinwpa

ENAIAMEZHE KAKOHOEIAZ (2NANIQZ MEOIZTAMENA)
» Atumo Ivoéavowpa
» Ayyelopatoeld£g lvndeg lotiokUTWHOL
» Ooteomnolovpevoc Ilvopuéoedbng Oykog
» Muktog Oykog (cupmnepltAappavopévou kat tov Kakonn®ouc), MuoerOnAiwpa




NeomAdaopata Maiokwv Mopiwv ABERatnc lotoyEveong

KAKOHOEIZ
» Owodatouplkog Meoeyxupatikog Oykog
> Zopkwpota pe Avadiatagelg tov NTRK (mpoowpivi ovtothta)
» ZUVOBLOKO ZapKWHOL
» EmOnALoeld£¢ ZapKwpo
» KupeAbdiko Zapkwpa twv MaAakwv Mopiwv
» ALOWUYOKUTTAPLKO ZApKWHA TwV MaAakwv Mopiwv
» EEwokeAeTikO Muocldec XovdpooapKwpa
» AeopOMAQOTIKOG MIKPOOTPOYYUAOKUTTAPLKOG OYKOC
» EEwokeAeTIkOC PaBdoedng Oykoc
» Neprayyelakac EmBnAioedng Oykoc (kakonong)
> ZapKwHa K Twv Kuttdpwv touv Eow Xuttwva twv MeyaAwv Aptnplwv
» Adladopomnointo Zapkwua
» OoteomnoloUpevoc lvopuéoedng Oykoc (kakononc)
» MuoermiOnAiako Kapkivwpa




Evoopuiko Muéwpua (EM)

(intramuscular myxoma)

KaAonOng dykog e evooULKN EVTOTLON, XaAUNAN
kuttapoBpifeia kot adpOovo puoeldEC-UTOKUTTOPLKO
oTpWHA



Evéopuiko Muéwpua
» Evtonuion: peilova puLka dlapepiopato Touv Hnpou, tTng Wkng {wvnge, Tou
yodou kal tou Bpaxiova
» KAwikn ewkova/Aneikoviotika vpnpoto/Makpookorkny Epgavion:
avwduvn pala Bpadeiac avamtuéng, nud 5-10ek aAAd €wc 20k, teplyparttn
aAld pe aocadn opLa, (eAativwdng ocvotaon

T2 akoAouBiec: evtovo onpa, T1 akoAouBiec: xapnAo onua

20vépopo Mazabraud: oAAarmAol oykol og cuvbuacopo pe vwdn duomiaoia,
ouvnBwc MOAVOOTLKN

» Emubnuioloyika dedopéva: eviAikeg peoncg nAwkiog (40-70 €tn), ©:A 1:0,3,
ouxvotepa ortopadikn epdavion



Evoopuiko Muéwpa

T2 akoAouBia: evdopuikn aAloiwaon ZUvépopo Mazabraud: A)puvéwpata
LE EVTOVO onua oTa KATw Aakpa B)Béon wvwdoug
duomAaoiag
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Evéopuiko Muéwpua

» MNaBoyEveon:
Evepyonowntikn onpetakn Het@AAaén tov GNAS oto >90% TwV MEPLNTWOEWV (Kall 0TO
ouvépopo Mazabraud)

Evepyomnoinon tovu Fos (c-Fos)



Evoopuiko Muéwpa

» '‘Evtova UTTOKUTTOPLKO VEOTTAQLOOL

» AdOovo puéocldéc otpwpa

» Atpaktopopda-aotepoeldn) KUTTAPA HUE OHOLOMOPPOUC WOELSELC TTUPHVEC KAl oXva
NWowOodLAo KUTTOPOTAQGHA

> AMOYZIA ATYMAZ KAI MITQZEQN, ANOYZIA NEKPQIHZ

» Niya ayyeia oto péye0og tpiyostdoug

» CD34+, onavia SMA+, desmin-, S-100-

» KUOTIKEC TEPLOYEC

» + KUTTOpOoBpLBElc EPLOXEC HE aUENUEVN ayyELOBplBeLa Kl TILO KOAAQLYOVOTIOLNLEVO
oTpwpa (KuttapoBplOec potwua, AA xapnAng kakonBelac puéoivooapkwpa)



Evoopuiko Muéwpa

Zehatvwdng pala pe dtadppoaypartia
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A) oe pukpn peyEBuvon n alloiwon eival epiypartn aAAd dinOei tig mEPLE HULKEC veg B)mayldeupéveg
LULKEG (veg otnv epldepeta INkuttapa ta onoia evBupilouv AutofAdoctec A)kuttapoBplBEg

KOAAQYOVWOEG UTIOCTPWHA Kol KUTTapa Xwpelc MAslopopdLlopd (kuttapoPfpldng umotumnog)
WHO, Soft tissue and bone tumors 2020



Evoopuikdo Mutwpua
- Atapopikn Atayvwon

» XapnAng kakonOsLlog LuEOIVOoAPKWLOL: EVTOTILON OTO UTTOS0PLO, MOPOUCia KAUMUAWTWY ayyELwV
OTO UNTOCTPWHQ

» XopunAn¢ Kakon0eLag (vopUEOELOEC CAPKW UL
evaAAayEg puéoeldwv Kot KoAAayovomolnpévwy nieploxwv, MUC4+, EMA+

» Muoelbég veupoivwpua: S-100+

» Mepwvevpiwpo: EMA+



Evéopuiko Muéwpa

» Mpoyvwon:
laon pe tTnv e€aiipeon

KuttapoBplOec EM: mBavn ToTmLKr UTTOTPOTH



NapapBpiko Muéwpa (MM)
(juxta-articular myxoma)

KaAonOng ykog Le OpoLa XapaKTnELoTIKA e To EM, pe
gvtonion nAnoiov peilovwv apBpwoswv



MNopapBpikd Muéwpa

» Evtonuon: mAnoiov apBpwoswv yovatou, aykwva, yopou, TodoKvVNULKH
apBpwon, onavia kpotadoyvabikr apBpwaon

» KAwikn ewkovo/Makpookorikny Epgavion: emwduvn napapBpikn pala, puod 2-
6eK aAAA Ewc 13K, (eAaTvwdNG oVOTOON, KUOTLKEC TTIEPLOXEC

T2 akoAouBiec: evtovo onpa, T1 akoAouBiec: xapnAo onua

» EmuénpioAoyika dsdopeva: 5M-6" dekaetia, onavia o€ matdla

» Atttodoyia-MaBoyéveon: dyvwota. Antouvcia petallaéewv GNAS



MNopapBpikd Muéwpa

» lotoAoylKn ewkova napopota Be To EM (cupmeptAapfavopévwy Kot
TwV KuTtTtopoBplOwv neploywv)

» ZUXVI TIOPOUCLOl KUOTIKWV SLO0TNUATWY LE EMEVOUON WVLKAC

» Awpoppayla, xpovio pAeypovwdn otolxeia, EVAmoBeoeLg
Wikn¢/atpootdnpivne (AOyw tpoupatiopou)



NopapBpikd MUEwpa

A) KUOTLKN TtEpLOXN HE HUEOELOEC LALKO Kal avénon tng
KuTtapoPBpiBelac otnv mepldpEpela avtnc B)uuéoeldec umootpwua,
KOTTOpA XWwpPLC WoLaitepn atumia
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NopapBOpkd Muéwpa
- Atapopikn Atayvwon

» XapunAng kakonOsioc LuéoivooapKwiLa: EVIOTILON 0TO UT0S0pLo, mapouoia
KOUTTUAWTWYV OYYELWV OTO OTPWHAL

» EVOOMULKO PUEW MO CUOXETLON UE TNV EVTOTiion tTNG aAAoiwong

» Kootn yayyAiou: nopatnpouvial 0€ HKPOTEPOU HEYEBOUC apOpPWOELC,
artoteAouvtot and akvttaptlki BAEvvn



NopapBplko MuEwpua

» Mpoyvwon:
MOavr Tomikn urotpomnn oto 1/3 Twv NEPLTTWOEWV



Ev tw BaBel (EmBetiko) Ayyelopvéwpa (EA)
[deep (aggressive) angiomyxomal

KaAonong aykog pe dinOntikn avamntuén, LUEOELOEC oTpwaL
KOlL EVTOTLON ota £V Tw BABOeL poaAaka popLa tTne mueAoU Kot
TOU TTEPLVEOU



Ev tw BaBel (EmBetiko) Ayyelopvéwpa

» Evtonion: ev tw BaBeL paAokd popla tneg mueAoU Kal tou mepveou (atdolo,
KOATIOC O€ yuVvaikeg, 0oxeo, BouBwvikn repLoxn o€ avopec)

» KAwikn ewkovo/Makpookorikny Epdavion: avwduvn ouvbwc pala Bpadelag
avarntuéng, ud >10ek, acadn opla, KItpvodatn eAaotiki A (eEAaTvwdng
ovuoTaon

» Emubnuioloyika sdopéva: 4" -51 ekaetia, TOAU OUXVOTEPO OE YUVOALKEC
» MNaBoyéveon:

-KOLPUOTUTILKEC avwUaAiec Tng meploxng 12q13-q15
-avadlataéelc tov yovidiovu HMGA?Z2



Ev tw BaBel (EmBetiko) Ayyetopvéwpa

» IXETIKA UTIOKUTTAPLKO VEOTTAaoUQL

» AdOovo puéocldéc otpwpa

» Metpiov i peyalou peyeBouc ayyeia
-YaAOELOOTIOLNUEVO TOLXWHA
-Neprlayyelakn ivwon
-Muoeideic SeopidEC: SEOUIOEC NWOWOPIAWV AELWV HULKWV KUTTAPWV

» Atpaktopopda KUTTapo HE SLIMUPNVEC KUTTOPOTIAQLCHATIKEG OItoPUASEC,
opolopopdpouc woeldeic-oTpoyyuUAoUC MUPNAVEC XWPLE aTumia, axva nwowodlio
KUTTApPOMAQoHO

» CD34+t, ER, PR+
» Muocideic dsopidbec SMA+, desmin+
» MBavn Bstikotnta yia CDK4 aAAa oxt MDM2



Ev tw BaBel (EmBetiko) Ayyetopvéwpo

A)adpOovo puéosldec otpwpa Pe KA SLAKPLTA ayyELa Kol aTpakTtopopda
KUTTOpA Xwpic atumia B,MNuéocou peyeBouc-peyala ayyeia Kot mEPLE aAUTWY
nuoeldeic deopidec
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Ev tw BaBel (EmBetiko) Ayyelopvéwpa
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Atpaktopopda ayyeia pe WoeLSELC TTUPAVEC XWPLC atuTtiar Kol puoeLdeic deopideg
MEPLE TWV ayyeiwv
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Ev tw BaBel (EmBetiko) Ayyelopvéwpua
- Atapopikn Atayvwon

KuttapoBplOsc ayysioivwpa: anwAela Oetikotntog yio Rbl
EmutoAng ayyelopuéwpo: evtoniletol oto dEpUa Kot TO UTtod0pLO
Mu€0oeL61{¢ UTOTUTOG TOU ITPOEXOVTOC SEPUATOIVOCOPKWUATOC:
dewypatoAnyia yia meploxec He Turikn popdoloyia mpoExoviog

SEPHATOIVOCAPKWUOTOG

PaBdopvocdpkwpa EUBPULKOU TUTIOU: CUMTTUKVWON TTUPHVWY KATW OIto To
ermiOnAo (cambium layer), myogenin+



Ev tw BaBeL (EmBetiko) Ayyelopvéwpa

» Mpoyvwon:
Yriotporr) 9-50% Twv MEPUTTWOEWV AOYW SUCXEPELWV EKTILNONG TWV OpLwV
SleyxelpNTLKA

-Xprion GnRH petd tnv emMEUPAON OTLC UTTOTPOTIEC



Aturto IlvoéavBwpa (Al),
(atypical fibroxanthoma)

ABEBawn¢ LotoyEveonc, cuvnOwc kaAonnBouc ocuumnepidopac, OYKOC
gevtoni{OpevoC oto NALoekTeEDELNEVO SEpHAL

AVAKeL 0TO PpAaoHa TOU TAELONOPPOU GOPKWHATOC TOU SEPHATOC



Aturo lvoéavBwpa

» Evtonuion: kedpaAn-tpaxnAog, omavio oto AKpa

» KAwikn ewkovo/Makpookorikn epdavion: povipng neplypamtoc 0log taxelog
QAVATITUENG, <2EK, OUXVA EEEAKWIEVOC HE KADEKOKKLVN XPOLAL

» Emubnuioloyika edopeva: nAKLwpEvol, A>0

» Altiohoyio-MaBoyeveio: MetaAlagelg tov TP53 Aoyw €kOeonc o€ umepLwdN
oKTwvofoAiac



Aturto IlvoéavBwpa

E€wdutikn e€eAkwpEVN aAloiwon
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Aturo lvoéavBwpa

» Auvénpévn kuttapofpifeia
» Npotumno avantuéng: adpolioeilc/deouideC
» Kuttapikog nAnucpoc:
-€vtova NAELOpopda TOAVYWVLKA/LOTLOKUTTAPOELSH KUTTOPA
-atpoKtopopda KUTTOpa HEYAAOU HEYEOOUC
-emOnAoedn kuTTOpa peyadAou peyEboug
-apouoia ylyaviliwyv noAunupnvwy KUTTAPwWV
-Yniepxpwpatikoi mupnveg e €vrovn aturnia, MTOAYAPIOMEZ MITQZEIZ!!

» AOnon kot e€EAkwon tng eTdeppidog Eni napovoiac 21 ¢
ouTwWvV n dtdyvwon
A AEN MAPATHPEITAI ENMEKTAZH £TO YNOAOPIO glval
NEKPQSH, ATTEIAKA/AEM®ATTEIAKA EMBOAA, NAEIOMOP®O
NEPINEYPIKEZ AIHOHZEIE s APKOMA TOY
AEPMATOZ.

» MBavi napovocio PAEYHOVWEWV KUTTAPWYV, aLoppayiag, Q¢ £K T00TOU N SLéYVLICN

ayyeLoBplOwv eploywv TOU (TUTIOU WVOEAVOWUATOC
6&ev npémnel motE va tibetan

> CD10+, p53+, SMA+/-, S-100-, SOX10-, EMA-, CD34-, ERG-, desmin-, CKs- OE TUNUOTIKA EKTOWA



Aturo lvo&avBwpa
lotoAoyikoi Yrtotunot

ATPOKTOKUTTAPLKO, |n TAeLOpopdo Al: Movopopdog atpaktopopdoc mTANOUoHAC

Atavyokuttapiko Al: KOttapa pe adppwdec/Srtavyec KuttaponAaopa (AA HEAAVWHO, KOPKIVWHOL,
OlYYELOOAPKWUQL)

Keyxpwopévo (apooldnpwtiko) Al: Eotieg apoppayiag, Ppevdoayyelakol xwpot, ylyovtokutrapo
00TEOKAQOTLKOU TUTIOU, evamoBEoelg apoodnpivng (AA peAavwpuoy)

Al tAoUGLo o€ ylyovtoKUTTapo 00TEOKAQOTIKOU TUTIOU: AA YYyQVTOKUTTAPLKOG OYKOC TWV HOAOKWV
HOPLWV, AELOHUVOCAPKWHA HE YIyavTLa KUTTOpO

Al 6iknv xnAoebouc: Hmotepn kKuttapofpifsia Aoyw mapouciag mayxetwv Seopuidwv
valAosildomolnpuévou KoAAayovou

Al KokKloKuTTapLlkoU tumnou: Kuttapa pe adpOovo KuttaponAaoua Le KOKKLwoN epdavion (AA
KOKKLOKUTTOLPLKOG OYKOG)



Aturto IlvoéavBwpa

A)olwdnc kaa mepiypamtn aAloiwon He KOAAQPETTA KoLt oUVOSO UTtEPTIAQCLA TNG
emdepuidac B)atuna atpaktopopda, oTPoyyUAQ, TOAUYWVLKA KoL TIAELOpopd
KUTTOPO KoL TTOAUAPLOUEC ULTWOELC
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Aturo lvo&éavBwpa

Atpaktopopda dtuna kUTTapa o€ Seouideg, e Fyavtia KUTTop o 00TEOKAQCOTLIKOU
napovcia apOovwy UTWoEWV TUTIOU LE PLKPOU peyEBouC
TIOAUAPLOOUC TTUPVEC
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Aturo lvo&éavBwpa

Al 8iknv xnAogldoug: Maxeleg deopideg Al KOKKLOKUTTOPLKOU TUTIOU: KUTTOPO LIE
vadoslborolnpévou KoAAayovou ApOovo KOKKLWEEC KUTTAPOTTAQCHA KOl
EUUEYEBN MupAVa
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Aturo lvoéavBwpa- Aladopikr Atdyvwon

» Melhavwpa: SOX10+, S-100+
» Kapkivwpa: Kepativn+

» EmumoAng Astopvocapkwpa: (+) SMA, desmin, caldesmon



Aturo lvoéavBwpa

» Mpoyvwon:
Al: EAGxloTtn iBovotnTa UTTOTPOTIG OE EKTOW UE EMOPKN OPLA, OTIAVIOTATEC
LETOOTAOELC

MAewdpopdo odpkwua S€ppatoc: MNapouvoia HETAOTATLKOU SUVALKOU



Ayyelwpatoeldec lvwodec lotiokutwpa (All)
(angiomatoid fibrous histiocytoma]

EvoLapeonc kakonOelac (omavia LeOLOTANEVOC) OYKOC HE EVTIOTILON TO
UTtoS60pLo, AMOTEAOUMEVOC ato emOnALosLldn, woedn
otpaktopopda KUTTApa e OlWOEC } CUYKUTLOKO TTPOTUTIO OLVATITUENG
oipoppaytka Pevdoayyeltakd Staoctripoto Kot
AePPONMAACUUTOKUTTAPLKEC MIEPLPEPLKEG HLNONOELC



AyyelwpatoelOeC lvwdec loTlokuTwa

» Evtomnion: akpa, KopHoc, KebaAN-tpaxnAoc, o€ TEPLOXEC evTomiong Aspdadevwy,
woBnkn, kOAToc¢, mvevovag, KN, ootd, pecobwpaklo, ornltoBomepLtovalo

» KAwikn ewkovo/Makpookorikny Epgavion: avwduvn nepilyparntn palo Bpadeiog
avamntuéng, neptBariopevn amno Ppevdokapa, ud 0,7-12ek, peon b 2K, Ue
TIOAUVOLWOELC QULLOPPOLYLKEC TIEPLOXEC

» 2TIAVLIOL CUOCTNUOTIKA CUMMTWHOTA (TTUPETLO, avolLpia, kakouvyio, anwAsgla Bapouc)

» Emubnuiodoyika dedopéva: 0,3% OAwV TwV OYKWV HOAAKWY Hopiwv, cuvABwc
aoBeveic otnv 11 -2" dekaetia, (eUpoc yevvnon- 9" dekaetia)

» MNaBoyeveon: >90% dwapetaBOson EWSR1-CREBI1 [t(2;22)(g33;912)]
XTI AoLméG mepuntwoel EWSRI-ATF1 (1blaitepa o€ EPUTTWOELG UE
oTtAQyXVLKN evtoron), FUS-ATF1



Ayyelwpatoeldec lvwdec loTlokUTwH

» 0ol eTONALOELS WV-ATPAKTOUOPP WV KUTTAPWV OE CUYKUTLA, LLE ATILOL ATUTTOUC
bucaAdwdelg mTUupAVES Kot NWOLVOdLA0 KUTTOPOTIAQGHLA

» WeubooyyeElWHATWHOELS XWPEOL TLEPLEXOVTEC aipa (ota 2/3 TwV MEPUTTWOEWV)
» MNepidepkn wvwodng Pevdokapa pe evaroBEoelg alpootdnpivne

» NepkaPikec AP ONMAACHATOKUTTOPLKESC SINONOELC LE Mapouoiol BAACTIKWY KEVTPWV
(AA petaotaon o Aepdpadiva)

» 'Hmua prtwtikn dpaoctnplotnta, nibavin mapovoia ATUTIWV HITWOEWV
» MBavn mapouacia MAsLOpopdWVY KUTTAPWYV 1 LUE0ELE0UC OTPWHATOC

> Desmin+ oto 1/2 twv neputtwoswv, EMA/CD99+, MYOD1-, myogenin-



Ayyewwpoatosldec lvwdec lotlokUTwHO

KaAa repiyparttn noAvolwdng aAloiwon
ue Pevdokuotika dtaotipata Kot AepudLko
LOTO TtepLPEPLKA
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Ayyelwpatosldec lvwdec lotlokUTwHa

A)NeomAaopatikog oloc pe Aepdikn StnBnon otnv nepupEpeLa
B)aAAolwon pe evtomnion to onoBomnepttovaro. AbBovo puéoeldeg
otpwpa, Aspdikn SinBnon otnv nepldpEpela
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Ayyelwpatoeldec lvwdec lotlokTwp

A)KUttapa pe mAelOpopdn epdavion, LETPLA TTOCOTNTA KUTTAPOTIAACHATOC,
duoaAldbwdn mupnva pe PeuvdocykAelota kot Staomapto AepudoKkUTTOPO KoL
nAaopatokuTTopa B)omavieg pitwoel Nxpwon yia desmin
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AyyeELWHOTOELOEC IVwdeC loTloKUTW AL
- Atapopikn Atayvwon

» AVEUPUOUOTOELOEG LVWOEC LOTLOKUTWHOL: KUTTAPLKNA
nowkltlopopdia, eminoAlc aAloiwon HE EMOEPULOLKNA
untepmAaoia

» Nepdadevikn peraotaon

» Aturno wofavOwpa: anovoia Pevdoayyelakwv Ywpwv
£VTOoVNC TTUPNVLIKAG OLTUTTLOG



AyyelwpatoeldeC lvwdec loTlokuTw

» Mpoyvwon:
-Torukr) urtotport) 15% Twv MEPLTTWOEWV (OCUXVOTEPEC ETIL ATEAWV OPLWV EKTOUNC, EV TW
BdBeL evtomnionc)

-Metaotaoelg <2-5% Twv NMEPLTTWOEWV (emiywpLot Aepdadevec)



Ooteomnolovpevoc lvopuéoetdbng Oykog (OIO)
(ossifying fibromyxoid tumour)

Oykog aB£Baing LotoyEveonc, armoteAOUEVOC OTtO XOPSEC Kol SOKIOEC
WOELBWV KUTTAPWV £VTOC LVOUUEOELOOUC oTpWUATOC, TLEPLBAAAOUEVEC
oo kEAudoc¢ netaAtwdouc ootou, duvnTika vrtotporialwy Kot
peBiotapevoc (olaitepa oL MEPUTTWOELG e KLKORON popdoAoyika
otolxeiay)



Ooteomnolovpevoc lvopuéoedbng Oykoc

» Evtonion: Ynodoplo, ypowTol HUEG AKPWV, LNPOC, KEDaAR-TpAXNAOC, KOPUOC

» KAwikn ewkovo/Makpookorikny Epgavion: avwduvn nepilyparntn palo Bpadsiog
avamntuénc, meptBailopevn amno Peuvdokaa kol cuxva amo NTEAEC KEAUPDOC
ootoU, ud 0,5-21¢k, peon ud 4ek

» Emubnuioloyika dsdopéva: peon nAkia epdavionc 50 €tn, (eVpoc 5-88 €1n)
» MNaBoyeveon: 85% ouvinén touv PHF1

Yaviotepa ouvtnéelc twv BCOR, BCORL1, CREBBP, KDM2A (1btlaitepa o€
KOLKONBELC TIEPUMTWOELCG)



Ooteomnotlovpevoc lvopuéoetdbng Oykoc

> NoBLa opolopopdwyv, oTpoyyUAWV/atpaktopopdwv KUTTAPWY UE
otpoyyuAouc/woeldeic nuprveg XQPIZ ATYMIA Kot JKpr) TOoOTNTA KUTTOPOTIAQOHOTOG, -
-MPOTUTIO avantuéng: xopdec, pwAesg, abpoioelg
-XapnAn €éwc uPnAn KuttapoPpiBsia

> lvwdec-puéoeldec otpwpa

» Naywa wwwdnc kapo/Ppevdokada n omoila urnopei va xopnyet dtadpaypota vioc tou
OYKoU

» MANpec N ateAég KEAUDOC AVWPELUOU 1 TIETAALWSOUC 00TOU, EVOEXOUEVWCE KOL EVTOC TWV
Wwoéwv dtadppayudtwv



Ooteomnotlovpevoc lvopuéoetdbng Oykoc

» Avooodalvotunog

- S-100+ ota 2/3 TWV MEPUTTWOEWV

n desmin oto 50%

. rBavn ékppaon MUC4, EMA, CKs, SMA

. rBavn anwlewa ékppaong INI1 (SMARCB1) oto 75% TWV MEPLIMTTWOEWV

» KakonBng OIO
-Evtovn mupnvikn atunia i évtovn kuttopoPpifsia
Kol

->2 MITwoelg/10 mm?2

» Atunocg OlO: mepMTWOoELC XwPLC TUTILKA popdoAoyia pun mMANPOUOCEC TA TTAPOLTIAVW
KpLtRpLo




Ooteomnolovpevoc lvopuéoetdbng Oykoc

A)KaAa repiyparmtn aAloiwon oto urtodopLo B)acuvexec kEAUOC
LETATTAQOTLKOU 00TOU

WHO, Soft tissue and bone tumors 2020



S Oykog
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A)MoAvolwdec mpdtumo B)Aopudopa veomAaopatikad olidla oto Airmog NAokdwbdeg mpodTumo Ye KuoTtikomoinon A)AOBLa
opoLopopdwyV, 0TPOYYUAWV/ATPAKTOHUOPD WY KUTTAPWY HE OTPOYYUAOUC/WOELSELG TTUPHVEC XWPLE aTuTia, HLKP TTOoOTNTA
KUTTOLPOT[AdGHaTOC, o€ X0p68'§ Kalt d)(J))\Eé(; WHO, Soft tissue and bone tumors 2020



Ooteomnolovpevoc lvopuéoednc Oykocg

A,B) AoBLa opotopopdwy, otpoyyulwv/atpaktopopdwy
KUTTAPWV UE oTpoyYUAoUC/woeldeic mMupAVEC xwplc aturmia,
LLLKPA TTOOOTNTO KUTTAPOTIAACUOTOC, O XOPOEC Kal GWAEEC

WHO, Soft tissue and bone tumors 2020



Ooteomnolovpevoc lvopuéoetdbnc Oykoc

WHO, Soft tissue and bone tumors 2020



OoteomnotloUpevoc Ivopuéoeldric Oykoc
- Atapopikn Atayvwon

» '0YKOG £K LUOETILONALOKWV KUTTAPWV: LEYAAUTEPN
Kuttaplkn etepoyevela, EWSR1 avadiataelg

» EEWOKEAETIKO MUEOELOEC XOVOPOOAPKWHAL:
HEyaAUTEPN MoooTNTA HUEOELBOUC OTPWHATOC,

[ 4
NRF4A3 ouvtnén
S-100 Keratins Epithelial Desmin
Protein Membrane
Antigen

Ossifying fibromyxoid ++ . rare rare +
tumeor
Soft tissue -+ +H +4+ -

myoepithelioma

Extraskeletal myxoid

I+
|

rare -
chondrosarcoma

Hornick, Practical Soft Tissue Pathology, 2019



Ooteomnolovpevoc lvopuéoeldbnc Oykoc

» Ztadlomnoinon (yia kakon®n OI0):
8" ekboon UICC TNM (2017), American Joint Committee on Cancer (AJCC)

» MNpoyvwon:
-MBavn vnotponn/petaotoaon 10-20 £tn ano TRV EKTOMA
MBavotnta untoTPomnng
= 0-12% oe khaowko OIO
= 0-13% o€ aturmo OIO
= 0-60% o€ kakonBn OIO

MBavotnta petaocTaonc

=  0-4% oe kAaowo OIO

=  0-6% oe aturno OIO

=  20-60% o€ kakonBn OIO

-MetaotaoeLlC O€ TveU LoV, LOAOKA popLa



MuoeniOnAtakot Oykot MaAakwv Moplwv

Oykot apeBaing ocuunepipopdc He apopola popdoAoyika,
OLVOGOIOTOXNILKA KOLL YEVETLKA XOPOKTNPLOTIKA LE TOUG OLVAAOYOUG
TOUG OTOUC CGLEAOYOVOUC OLOEVEC KaL TO SEpual

-MuoegmiOnAiwpa
-MKTOG OYKOCG
-Kakonln¢ HKTAC OyKOG
-MuogrmiOnALoko KopKivwpa



MuoemniOnAtakot Oykot MaAakwv Mopilwv

» Evtormnion: 75% akpa (ouxvotepa ta KATW), KOpHUOC, KedaAn-tpdxnAog, 0oTq,
oTAQyxva

» KAwikn ewkovo/Makpookorikny Epgavion: avwduvn palo ouxvotepa oto urodopLo,
nopa ota eV Tw Pabel podaka popia, pd 1-20ek, peon ud 4-6¢ek
KaAonBelc oykoL: mepilypartn napudn
MuoemBnAloko kapkivwpa: StnOntikn mapudn

» Emubnuioloyika dsdopeva: peon nAwkio epdavionc 40 €1n
20% TwV HUOoETONALOKWY OYKWV (KUuplwe KapKlvwpata) epdavidovtol o€ modLa

» MNaBoyeveon: ouyvec ol avadlataéelc tov EWSR, Alyotepo ouyvec tou FUS
Y& HKTOUC Oykouc pe adevikn dtadopornoinon avadiatatelc tov PLAG1



MuoemniBnAtakot Oykot MaAokwv Mopiwv

MeyaAn popdoloyikn motkiAopopdia Kot GUVOUAOHAC TPOTUTIWV AVATTTUENG KOl KUTTOLPLKWV
nAnbuopwv

Mpotuno avantuéne: 6oKLOWEEeC, SIKTVWTO, PWAEWSES, CUMTIAYEC

Kuttapikoc mAnBuopoc: atpaktopopdoc, emOnAtopopdoc, HE mBovr KUTTAPOMAQCHLOTIKA
KEVOTOTIiWON, SLOUYEC } NWOLWVOPIAO KUTTAPOTTAQOO, CUYKUTLOKN ERdAvion
-M\acpatokuttapoeldn KUTTOPA: UTLOOTPOYYUAQ KUTTOPA opoLlaovta ME
TAOLGLATOKUTTOPO LLE KUTTOLPOTIAQLCLOTLKA EYKAELOTA

stpwpa: Muéoeldgg, valosildomnonpévo

ZUXVEG e0TieC XOVOpLVNG N ootévnc dtadopomnoinong

ITTAVLEC E0TIEC TTAAKWOOUC | ALITOKUTTOPLKNAG LETATTAQONG



MuoemniBnAtakot Oykot MaAokwv Mopiwv

» MIKTOC OYKOC UE Tapouoia adeVIKAC ouvioTwoaG: 10% twv puoemiOnALtoKkwv
VEOTIAQLOHLATWYV

» MuoermiOnAlakd KapKivwuoL:
-Evtovn mupnvikn aturnia pe eudlakplra mupnvia

+ AuENMEVN MITWTLKA Spaotnplotnta, VEKPWOon

-Abdwadopornointn otpoyyvAokuttaplki popdoloyia os matdia



MuoemniOnAtakot Oykot MaAokwv Mopilwv

» Avooodalvotunog

= 90% S-100, calponin, CKs

=  EMA (~70%)

=  GFAP (~50%)

. SOX10 (~80%, AlyOTEPO GUXVA OE MUOETLONALOKA KOPKLVWLOTOL)

. p63 (0€ OPLOUEVEC MEPUTTWOELG)

. SMA (60%)

= desmin (0-20%)

. PLAG1 (umodnAwvovtag mapoucia avadiataéng tov yovidiouv)

. riBavn anwAela Ekppoaong INI1 (SMARCB1) o€ HUOEMIONALOKA KAPKLVWLOLTOL



MuoeruOnAtakot Oykot MoAakwv Mopilwv

A)A\OBLA VEOTIAAOUATIKWY KUTTAPWYV, SIKTUWTO Kat Soktdwdec npoTuTo,
Huéoeldec otpwua B)emBnAloeldn kal atpaktopopda KUTTOPO 0 XOPOEC
LE NWOLWVODIAO KUTTOPOTIAQCLOL

WHO, Soft tissue and bone tumors 2020



MuoemniBnAtakot Oykot MaAokwv Moplwv

MuoerBnAiwpa: A)woeldn ko emBnAloeldn KUTTOPA XWPLS aturia, e
OMOLOOPPOUC TTUPAVEC Kol NWoLvodLAo kuttapomAaoua B)diavyn
KUTTOPO

WHO, Soft tissue and bone tumors 2020



MuoemiBnAtakot Oykot MaAoakwv Mopiwv

@¢oelg xovdpvng Stadopomnoinong MIKTOG OYKOG: tapouaia adevikoU MuoemiBnALako KopKivwLo: EVTovn
otolxelou TLUPNVLKI OTUTILQL, EVKPLV TtUPrvLa

WHO, Soft tissue and bone tumors 2020



MuoernOnAtakot Oykot MaoAakwv Moplwv

WHO, Soft tissue and bone tumors 2020



MuoeniBnAtakoi Oykot MaAakwv Mopilwv
- Atapopikn Atayvwon

MuoeniOnAiwpa:
» OoteonoloVpevog lvopuéoedng Oykog

» EEWOKEAETIKO MUEOELBEC XOVOPOOAPKWHLOL

- 5-100  Keratins Epithelial ~ Desmin
. Protein . Membrane | :
| ~ Antigen
Ossifying fibromyxoid ++ . rare f rare Z +
tumor
Soft tissue e ++ Peis
myoepithelioma ' |
Extraskeletal myxoid + = rare ' =

chondrosarcoma

Hornick, Practical Soft Tissue Pathology, 2019



MuoeniBnAtakoi Oykot MaAakwv Mopilwv
- Atapopikn Atayvwon

Keratin Epithelial ~ $-100  CD34 Loss
: ~ Membrane  Protein | ~ of INI1
MuoemiOnALako KapKivwpoL: Myoepithelial | ++ e
’ R carcinoma . - _
> EmBnAwoedbég ofavvwpa: S100++, SOX10++ S g ” e o
(évtovn duaxutn ékdpaon), SMA-, CKs- cadpomm 0
| Malignant ' o . = +++ Dot sy
melanoma . ' |
» Metaotatiko kapkivwua: SMA, desmin (-) Proximaltype |+ - S

epithelioid sarcoma |

» Mehavwpua: Melan-A, HMB-45 (+)

» EmOnALoeld£g odpkwpa eyyug tunov: SMA, desmin (-)

Hornick, Practical Soft Tissue Pathology, 2019



MuoemniBnAtakot Oykot MaAokwv Mopiwv
» MNpoyvwon:
Juxva kaAondnc cupunepidopa
MpoBAentikad KpltipLa Kakon0eLag: Eviovn mupnviki atumio Pe eudLakpLta mupnvia
=  [lOavotnta vrnotporc 20% oe KaAorBeLC OYKOUC, OTIAVLEC Ol LETALOTAOELG

= [MBavotnta UoTPOTING Kol petaotaonc 40-50% o€ LUOEMIONALOKA KOPKLVW LOLTOL

-Metaotaoelg o€ veupova, AspdadEveg, oota, LaAaka popLa



MAewopopdoc YaloetdbomoloUpuevog AyyeleKTatkog OyKoc
Twv MaAakwv Mopiwv (MYAO)

(pleomorphic hyalinizing angiectatic tumour of soft parts)

E€alpeTikd omaviog oykoc aEBainc cuunepitdopac, TOTILKA
urtotportalwv oAAA o)L LEOLOTAMEVOC, LE XOPOLKTNPLOTLKA
EKTOTIKA ayYEiot MARPN WVIKAG Kot MAELOpopda KUTTOPQ TA OTtoiaL
NEPLEXOUV arlpoodnpivn



MAewopopdoc YoloeldbomoloUeVoC
Ayyelektatikoc Oykoc¢ Twv MaAakwv Moplwv

» Evtonion: urtodoplo ALmog Twv KATtw akpwv (rodokvnuikn/méApa), ev tw Babdet
HOAQKA pLOpLa TTEpLVEOU, YAouTOU, Bpaxiova

» KAwvikn sikovo/Makpookoriiky Epdavion: palo Bpadelag avamtuénc Lpouevn
QYYELOKO OYKO, TILBAVWE LUE KUOTLKEG N LUEOELOELC TTEPLOXEC

» Emubnuioloyika dedopéva: peon nAkia epdaviong 51 €tn (nAwkloko evpocg 10-79 €tn)

» MoBoyEveaon: ouxveeg oL avadlataéelc twv TGFBR3 katl/n OGA (MGEAS5) (onwcg o€
OLLHOOLONPWTLKO VoA uatwdn oyko, AlO)



MAewopopdoc YoloeldomoloU LevoC
AyyeLlektatiko¢ Oykoc twv Maiakwv Moplwv

» NEMTOTOYWHOATIKA ayyeia He dtatetapévoug avAoug ta omoia nteptBaAlovton and apopdo
NWOoWOPLA0 UALKO, TILBavwE Kol ivor TOU CTPWHATOC
» EvdoavuAwkoi Opoppol pe mBaviy evéoOnAiakn vnepniacia

» Kuttaplko¢ mMANBUOUOC EVTOC TOU OTPWHATOC: atpoKTopopda/srOnAlosldn kutTtapa oe
aBpoiosic/deouideg, pe evéokutTTapla atpootdnpivn Kot TAELOHopdOoUC TTUPNVEG UE
PevdocykAsiota XQPIZ AZIOANOTH MITQTIKH APAZTHPIOTHTA

» +/- pktn pAsypovwdng StnOnon, YapUWHATWEELS EMACBECTWOELC
» Ztnv neplpEpeLla nePLoxEg opoleg pe AlO
> CD34+

» Imavia eEEAEN o€ LUEOIVOCAPKWLA OYKWV E MIKTA popdoAoyia MYAO kat AlO




MAswopopdoc YalosldbomoloUuevoc
Ayyetlektatikoc Oykoc twv Maiokwv Mopilwv

A)Napouvoia Aepdokuttapkic S1ONonc oto oTtpwia B)AEMTOTOLXWUATIKA QyYELD PLE
emkaAuPn valoetdomoloUpevou UALKOU SIKNV WVIKAC, EVTOC UTTOKUTTOPLKOU
OTPWHOATOC LE ATPOKTOHOPpP A KUTTOPA LLE TIOLKIAO TTAELOpOPDLOUO

WHO, Soft tissue and bone tumors 2020



MAelopopdoc YahosldbomoloUueVoC
Ayyelektatiko¢ Oykoc twv Malakwv Mopilwv

MYAO pe ouvtnén tou yovidiou ATUTIOL CTPWHATLKA KUTTOPA. UE MNpwipog MYAO pe ototyeia AlO katd TV
OGA kal tapouacia evookuTTApLAC TIUPIVEG UE EVKPLVI TIUPHVLA OPLOTEPN TIAEUPA TNC ELKOVOG
apoodnpivng

WHO, Soft tissue and bone tumors 2020



MAslopopdoc YahosldomoloUpnevoc AyyeLeKTATIKOC Oykog Twv MaAakwv
Mopiwv - Altadoptki Aldyvwon

» Ifavvwpa pe eKPUALOTIKA atuTtia:
SOX10+, S-100+

» Alpayyeiwpoa pe ekpuAlotikol TUMOU
OAAOLWOELC: amouoiol ATUTIWVY
KUTTAPWYV EKTOC TWV OYYELAKWY QUAWV



MAewopopdoc YoloeldomoloUevoC
Ayyelektatiko¢ Oykoc twv Maiakwv Mopilwv

» Mpoyvwon:
50% TOTILKA UTTOTPOTIN, LOoN LE ETTAVEKTOMN



AlpootdNpwTIKOC IvoAlmwpatwdng Oykoc (AlO)
(haemosiderotic fibrolipomatous tumour)

TOTILKAL EMLOETIKOC OYKOG UE XOPOKTNPLOTIKA aTpoKTtopopda
KUTTOPOL TOL OTTOLOL TLEPLEXOUV atpootdnpivn, apocidénpivodpaya
Kot Attokuttapa



AlpooLdnNpwTkoC lvoAltmwpatwodng Oykoc

» Evtornuion: meApa (mepLE modokVNULKAC), TTaAAun, onticOla Kvripun, LNPOG, TOPELA

» KAwvikn etkovo/Aktivoloyika Evprpatoa/Makpookorikl Epgavion: palo Bpadeiag
aVATITUENC 0TO UTIOOOPLO, EVIOTE EMWOUVN, TITWXA TIEPLYEYPAUMEVN, LEONC U 7,7 €K
(Ewc 19¢k), kaoTavodatng xpoLag ko eBpumTNC cUOTAONC
MRI: 6tnOntikn pala Amwdouc cuotaong LE evamoBEeoeLg altpoodnpivng

» Embnuioloyika dedopéva: aoBeveic otnv 5'—6" dekaetia, ouvnBwc yuvaikeg, omavia
Kol o€ oL

» MNaBoyeveon: avadiataén t(1;10) otoxevovoa ta TGFBR3 kot OGA (MGEAS5) oto 85%
TWV TIEPUTTWOEWV



AlpootdnNpwTLkoC IvoAlmwpatwodnc Oykoc

» NoBLa wppov Autwdoug Lotou

» Atpaktopopda kUttopa o Seopidecg, pe evdokutTTApLa allpoodnpivn, Eviote Pe eNEKTaon ota
AoBLa twv Auntokuttdpwv, HNIA MITQTIKH APAZTHPIOTHTA, anovoia VEKpWOoNG

» Awpooidnpivodaya, ylyovtokUTttapo 00TEOKAQGTLKOU TUTIOU
> +/- otnv nepipépera neploxec opoteg pe NMYAO
» CD34+, calponin+

» Inavia e€EAEN o€ LUEOIVOOAPKWLLA OYKWV HE MKt popdoloyia MYAO kat AlO




A)wpLpog Amwdng Lotog kot vwdn Stappayudtia He atpakTtopopda KUTTAPA Kol Lakpodaya e EVATTOBETELC
atwpoodnpivng B)meplayyetakn Stataén atpaktopopdwyv KUTTAPWY KoL KUTTAPWY OOTEOKAOCTIKOU TUTIOU
MNatpoaktopopda KUTTOPA KoL PLakpodaya e EVATToBETELC apooldnpivng A)eMEKTACN TWV ATPOKTOMOPPWVY
KUttdpwV METGEl'J TwVv Auto KUttdpwV WHO, Soft tissue and bone tumors 2020



Alpoodnpwtkoc IvoAtmwpatwdng Oykoc - Atadopikn Aldyvwon

» MA€€0€lONC LVOIOTIOKUTTAPLKOC OYKOC: MAPOUOLO LOTLOKUTTOPOELO WV
HOVOTIUPNVWYV KUTTAPWYV Kol TOAUTTUPNVWV YLYOVTOKUTTAPWY OGTEOKAQGTLKOU
TUnov, atpaktopopda kuttapo SMA+

» TyoVTOKUTTOPLKOC OYKOC TV HaAaKwV popiwv: toAvolwdec mpatumo
avantuéng, moAvaplOpa ylyavtia Kuttapa, anovcio Aumwdouc Lotou

» lMpogxov deppatoivoodpkwpo: Tto opolopopdoc nAnOuopnadc, mpadtumo
6110non¢ tou Alltoug diknv kKepLOpAC

» AtuTtog Amwpatwéng oykog: mowkihopopdia oto pEyeBog Twv AUTOKUTTAP WY,
AutoBAaoteg, MDM2+, CDK4+



AlpootdnNpwTtLkoc IvoAltmwpatwodnc Oykoc

» MNpoyvwon:
30-50% TtoTIKA UTTOTPOTIN, LlAoN LE ETTAVEKTOUN

Amouoia pPeTAOTATIKOU SUVOULKOU, EKTOC OO TIEPUTTWOELG LE COPKWHATOELSN LETATPOTTH



DQwodatouplkoc Meoeyyvpatikoc Oykoc (PMO)
(phosphaturic mesenchymal tumour)

Oykot aBéBoaing cupunepidpopac, eviote Kat KakonOeLg, oL omoiot
nPokaAoUV ooteopalakia, cuvAOwe pEow mapaywyng FGF23



Dwodatouplkoc Meoeyyupatikoc Oykog

» EVTOMLon: MPAKTIKA Urnopolv va EVTOTILOTOUV NMOVTOU, CUUNEPLAAMBAVOUEVWV TWV
00TwV, AAAAQ oTtoViwG 0To OmMLoOomePLTOVALO, TOL OTTAAYXVA KOl TO LEGOOWPAKLO

» KAwikn ewkovo/Makpookorikny Epgavion: ouvnOwce pikpou peyebouc pala,
eVOEXOUEVWC UE AUTOKUTTAPLKN ouvioTwoa 1 acBeotomnoinon, oe acBevn pe Hakpo
LOTOPLKO OOTEOUAAAKLOLG
gepyaotnplakd: vnopwodatatpia, avénueva enimeda FGF23

» Emudnuioloyika dsdopgva: €alpeTIKA omtavioc OyKoc (<0,01% twv OYKwV HLOAOKWY
Hoplwv), cuvnOwC o€ LECNALKEC

» MoaBoyeveon: 50% twv neputtwoswv: FN1-FGFR1, FN1-FGF1



Dwodatouplkoc Meoeyyupatikoc Oykog

» MoBoyEveaon: oUVTALELG FN-FGFR1, FN-FGF1

l

Evepyonoinon onpatodotnon¢ peow FGFR1

AvUénon FGF23 (oppovn n onoia epmodilel tnv emavanpocAnyn tov pwodpwpou ota
veppLlKa cwAnvaplo)

2€ OTIAVLEC TIEPLITTWOELC tapayovtal AAAEC PwoPaTOUPLKEC OpUOVEC TANV TG FGF23



Dwodatouplkoc Meoeyyupatikoc Oykocg

» Kuttapikd¢ mnAnOuopag:
-Atpoktopopda-actepoeldi KUTTAPO XWPEILC atunia, PtwTikl dpactnplotnta N vEKpwaon
-0O0TeOKAAOTEG
-lvoloTtiokutTapka atpoKktopopda otolxeia
-QpLo¢ Amwéng LoTo¢

» Ztpwpo: YaAoelbonotnévo "HouTt{oupwWHEVO”
-Napoucia ayyeiwv SiKkNV OULLAYYELOTIEPLKUTWHOTOC 1] OLLOLYYELWOTOC
-Eotieg aoBeotonoinong +/- awpog xovépoc/ooteoeldEg/avwpLlpo ooTolV
> CD56+, ERG+, FGFR1+, SATB2+
> +/-UKPOKULOTIKA EKPUALON
» OMO yvabou: mBavn avapén pe odovioyevn otoxeia (evOEXOUEVWCG OXL VEOTIAOLGLOLTLKAL)
» Kokonng ®MO o€ nepumtwoelg TOAAANAWY UOTPONWYV (AUENUEVEG ITWOELG, VEKPWOT, TTUPNVLKA aTuTtio

Kot TAELopopPpLopoOG, kuttapofpifeia, meploxég diknv nAelopopdpou adiadopomnointov capkwuatos
LVOOOPKWLOTOG



Dwodatouplkoc Meoeyyxupatikog Oykog

A) " LouTloUPWHEVEC™ EMOOBECTWOELG KOl ATPOKTOHOopda KUTTapa B)ue cuvodo mAouolo ayyelako diktuo
NUTOKUTTAPLKOG OYKOG e BaoceddlAo oTpwpa A)ALTokuTTaPLKA cuviotwoa, StakAadoUpeva ayyeia
WHO, Soft tissue and bone tumors 2020
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Dwodatouplkoc Meoeyyxupatikoc Oykog

A)TtEPLOXN LLE YIYOLVTOKUTTOPO 00TEOKAAOTLIKOU TUTIOU B)DMO b6iknv
ooteoBAaoTWHOTOC, HE evamoBeoelc ooteoeldolc NXovdplvo otpwua
KOlL KUTTOPLKA atuTtia, Siknv XovopooopKwWHUOTOC

WHO, Soft tissue and bone tumors 2020



Pwodatouplkoc Meoeyyupatikoc Oykocg

Kakon®nc ®MO pe mpOTUTO LVOOOPKWUOTOC

WHO, Soft tissue and bone tumors 2020



Qwodatouplkoc Meoeyyupatikoc Oykoc- Atadopikn Aldyvwon

» Movnpn¢ wwéng 0ykog: acUUPBATO KALVIKO LOTOPLKO, TILO
kuttapoBpldnc aAdoiwon, anovcia xovépopvéoeldoug
otpwpoartog, CD34+, STAT6+

» Xovépwua paAaKwy popilwv: amovoia atpaktopoppwv
KUTTAPWYV Kot AUTOKUTTAPLKAC CUVLOTWOOC

» Muolvwpa/puoneptkUtwpo: Atpaktopopda puoivopAactikou
TUTTIOU KUTTAPO ME TIEPLAYYELAKN EVTOTONn, desmin-/+, anouoia
EMOCBECTWOEWV I YLYAVTOKUTTAPWY 0OTEOKAAOTIKOU TUTIOU



Dwodatouplkoc Meoeyyupatikoc Oykog

» Mpoyvwon:
KaAonOng cupnepidopd otn peyain mAeoPpndia Twv Oykwv
Ydeon ooteopadakiog pe tnv mAnpn €aipeon

Kakononc ®MO: mbavn avantuén LETAoTAcEWYV Kot KatadAnén tov acOsvouc



YapKkwpata pe cuvinéelc twv NTRK
(mpoowpvn ovtotnta)
(NTRK-rearranged spindle cell neoplasms)

Oupada OyKwv pe mokiAn popdoloyia Kot LOTOAOYLKO Baduo
kakonOeiag, cuxva pe atpaktopopdn popdoloyia, SinONTKA
ovantuén, VaAoeLdomnoinon Tov oTPWHATOC Kot avooodalvotuno
CD34+, S-100+, SOX10-



[[ovidla NTRK

( Neurotrophin Tropomyosin Receptor Kinase genes)
Ta yovidia NTRK1/2/3 ' '

e KwdlkomoloUv piot OLKOYEVELQL
SLapEUBPOAVIKWY UTIOSOXEWV
(TRKA/B/C) nou ekdppalovtal Cell membrane
$UOoLOAOYLKA OTO WPLHO VEUPLKO
ocUoTNHA

* H oykoyodvog evepyormnoinon eivou
OLTLOTEAEC QL YOVLOLAKWV
ouvtRéewv pe okiAa partner
yovidla

" Regulation of
actin cytoskeleton

e OLOUVTAEELG €EXOUV WG Chiich  genes
amoteAeopa tnv otabepn

(ligand- independent) evepyonoinon tov unodoxéa

* H avtanokpion tov oykou otou¢ NTRK avactoAeic napatnpeital eni mapovoiog NTRK
olvtnénc ko Sev oxetiletal pe AAAEG LOPLAKEC avwUaAieg (netaAAaén, evioxuon)



YapKkwpata pe ocuvinéelc twv NTRK

» Evtonion: emmoAnRg N eV Tw BABeL palec ota AKPA 1} TOV KOPUO
» KAwikn ewkova/Makpookorikn Epdavion: yniadnti palo, umtookAnpng udnc

» Emubnuioloyika edopéva: ouvnBwe 2 mpwteg SEKAETIEC



lotoAoyia capkwpatwyv pe NTRK ouvrnﬁstc |
* JuvNOwWC¢ atpaKTokuTTaPLlkl popdoloyia N

* Lipofibromatosis-like (cuvi@w¢ NTRK1)
v XapnA6Badpo tomkd StnBntikd vedmhaopa
v'Mepwkr| ékdppaon CD34/5100+

I'Iporurto Atnowwuatwonq

e XapunAOBaOpo HUEOELOEC ATPAKTOKUTTAPLKO vson)\aoua (NTRK1)

v ZuvABwc emBeTIkd ;

v’ Mepikr ékppaon S100/CD34+ "y

’ ’ ’ ’ [ ; b 28 -',*.: ¥ 'f-. -‘I-:h.." "‘f. £ ":r;-i;

e XapnAng KakonOL0G CAPKWUOL LE TTPOTUTIO S ﬁ‘q ".-i,:;'ii‘-’ ;;:___ s'i""i ‘"

TUTIOU OlYYELOTIEPLKUTWHATOG/LUOTIEPLKUTWHLOTOG 730 f‘ﬁ;ﬁﬁ )
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(NTRK1) QR B T
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Xaun)\oBaeuo ATPOKTOKUTTOPIKO oapfg Ha

e ATPOKTOKUTOPLKO CAPKWHO YUVALKOAOYLKOU cuotipatog (cuviOwg NTRK1 ko 3)

v'Néec aoBeveic, evtomnion tpaxfilou
v’ XapnA6Babun aturia (CD34 kot S100+) rj uPpnAéBaduo vedmAaouo CD34-/5S100-/+

/ ] 1 ’ . . )
H atumnia oxetiletol pe tnv emBetikotnta Siozopoulou Diagnostics 2021



lotoAoyia capkwpatwyv pe NTRK cuvtnéelc

e Elkova pAeypovwdouc puoivoBAactikol OyKou xwptq ALK, ROS n
PDGFB Siapetabsoelg b

* Ewtkova DFSP xwpic PDGFB/COL1A1 (NTRK3)

e Japkwparta MEX pe NTRK cuvtielg

v'NTRK3+ unAri¢ kakorOstag tomou
VEOYVLKOU LVOOOPKWHLOTOG

v'YPnARC kakoRBLlag atasvopnto

\/Xaun)\nq KaKonestaq CD34+/5100+

e TOomov tvooapmbuatoq
CAPKWHO OE AKPOL
CD34+ (NTRK3+)

YllJn)\oBaeuo OAPKWUO TUTIOU LVOCOPKWLOTOG

I'Iporurto VEOYVLKOU LVOOOPKWHLATOG

Siozopoulou Diagnostics 2021



lotoAoyia capkwpatwv pe NTRK ocuvtiéelc
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WHO, Soft tissue and bone tumors 2020



Xapaktnelotikd Twv NTRK Oetikwv capkwpdtwyv

KuttapoPpir CD34 ka1 S100+
NTRK1+ { T ATUTTIO = ETTIOETIKI) CUUTIEPIPOPA

Y TTOKUTTOPIKA
XaunAoBabun/uETpla atuTtia

CD34+/S100+ cuvnbwc
NTRK3+ TOTTIOL IVOCOPKWUATOC N

vPnAoBaduov MPNST

AvTtifeta pe Ta vTTOKUTTOPIKA NTRK1+, Ta XapunAOBabua NTRK3
OLXVA ETTIOETIKA

>uvnbw¢ ta NTRK1+ nruotepng BIOAOYIKAC CLPTIEPIPOPAC OE
oxéon pe ta NTRK3+

Siozopoulou Diagnostics 2021



Methods of NTRK gene fusion testing

FISH IHC
Advantapes  Available in many clinical Widely available
laboratories fusions between NTRKI-3 and any
Rapid tumaround time Rapid turnaround time
Relatively inexpensive Inexpensive
Albows rdentrl'tatm of Epanﬁr. cell
types f13
Disadvantages Requires specific expertise Detection of wﬂd—rype protem Not routinely conducted in all

ake negativity rate of <30%
(mostly in NTRK1 fused tumors)

Does not distinguish between in-
frame and out-of-frame fusion
ayents

Demetri Ann Oncol 2020

expression, especially in tumors \ clinical laboratories

u.rlﬂl neuml and myogenic

Challenging to test for fusions  Relatively long turnaround time
imvolving multiple NTRK and fusion

partner penes in parallel

thls rate may be higher in tumao
harboring NTRKS fusions

Relatively expensive

ONA MPS may miss NTRKZ and
ThK3 fuzms |:Iue tﬂ large introgs
Variable dETEEtIm rates nf different

May identify non-oncogenic NTRK
earrangements




Immunohistochemistry for pan-TRK varies according to tumor

type
g ’ . Sensitivity and specificity of pan-Trk immunohistochemistry
NTRK fusion detection across multiple assays and 33,997 cases: for detecting NTRK Eus,-uﬂﬁ P

diagnostic implications and pitfalls

Sensitivity
James P. Solomon’ - Irina Linkov' + Jlﬂndrea Rosado' * Kerry Mullaney' - Ezra Y. Rosen? - Denise Fro.slna’ . NTRK] 06.2% (26/27)
Achim A. Jungbluth! - Ahmet Zehir®' - Ryma Benayed' - Alexander Drilon%2 - David M. Hyman (%3 -
Marc Ladanyi’ - Anthony N. Sireci® - Jaclyn F. Hechtman' NTRK? 100% (5/5)
Mod Pathol 202’0 NTRE? To 4% (37134)
Sensitivity Specificity
° Xa”nAr{I Eualoenoia Kotl ElSlKétnta Vla Total BT.9% (58/66) BLI1% (257/31T)
GOPKWHATA, KUPIWE OTPOYYUAOKUTTAPLKA S LAl RS
Lung 87.5% (7/8) L0 (24/24)
Thyrowud S1.8% (911) 100z (27727}
* E€aipeon o pAeypovwdng LuoivoBAacTikog Salivary 88.9% (8/9) 526 (13/25)
OYKOG Breast 80% (4/5)  R2.1% (23/28)
Inflammatory 100% (3/3) [0 (545)
myofibroblastic tumor
LT R0% (R10) T4 4% (29/39)
Pancreas {00 L1005 {20420)
Appendix 100% (1/1) 008 (141}
Cholangio 100%: (202) L0 (19719
Ghoma 100% (6/6) 20.8% (5/24)
Melanoma 100% (3/3) 1005 (17417}
Newrcendocrine 00y BR.9% (39
Small mound cell tumoe” ({10 48 84 {11/24)

Other (0] LO0% (30430)




> Mod Pathol. 2021 Feb;34(2):396-407. doi: 10.1038/541379-020-00657-x.

pub 2020 Aug 28.

Broadening the spectrum of NTRK rearranged
mesenchymal tumors and usefulness of pan-TRK
immunohistochemistry for identification of NTRK

fusions
Iva Bréi¢ 1, Theresa Maria Godschachner ', Marko Bergovec 2, Jasminka Igrec 3, Holger Till 4,
Herwig Lackner 2, Susanne Scheipl 2, Karl Kashofer *, Thomas Brodowicz £, Andreas Leithner 2,

Joanna Szkandera 7, Bernadette Liegl-Atzwanger &
Affiliations 4+ expand
PMID: 32860002 PMCID: PMC7817523 DOIL: 10.10358/541379-020-00657 -x

3,2% (16/494) pan-TRK BeTikd ===pkuTTAPLKN/TIUPNVIKH BETIKOTNTA OE > 1% TWV VEOTIAQCUATIKWY KUTTAPWV

11/16 panTRK+ neputtwoeig Arav apvntikeg yio NTRK ouvinén

v EOTLOKA XV £WC EVTOVN KUTTAPLKN, LEUBPOVIKA 1) TTUPNVLIKA
BetoTNTA

OL Pevdwg BeTIKEG MepMTWOEL apopoUoav 0 cUVOBLOKO capkwHa , adladopomnointo Kal Aslopopdo
AUTOCAPKWHUA, AELO LUOCAPKWHO, EEWOKEAETIKO HUEOELOEG XOVOPOOAPKWHO, LUEOIVOOAPKW AL

Ou NTRK Oetikég mepuntwoelg ixav diayvutn Bstkotnta, cuvOwg €viovn
O dapstaBéoeig adopouvoav ta NTRK1 kat NTRK3 yovidia

Nupnvikn ékppaon panTRK og ETV6-NTRK3



Xpnon texvoAoyiog NGS yia aviyvevon NTRK
ouvtRéswv

» Targeted NGS DNA-based pe@odoloyieg

v Mpotipuwvtat yio tauvtonoinon NTRK petaAAdéewv nov oxetiovron pe
eniktntn avroxn otoug NTRK avaotoAsig

v'Exouv pelwpévn svatodnoia yia tnv avixvevon NTRK2/3 ouvtiéewv

v'Agv gival yvwoto av ot NTRK cuvthEeLc mou aviyvevovtal ivot AELTOUPYLKEC

* RNA-based pebodoloyieg

v Mpotipwvtat yo tautonoinon twv NTRK cuvtriéewv
v ETUTPETIOUV TNV avayvwpLon VEWV partner yovisiwv



NTRK avaotoAeic

eKaAd avektol
*YPnAO nmooooTto aviamokplong o I8LaitepaL GRMAVTLKA N
oykouc e NTRK cuvtiéelg -

aviyvevon NTRK

eTaxelol AVTATIOKPLON HOKPOLC GUVTNSEWV

OLAPKELAG 0E OAOUC TOUC OYKOUG LIE
NTRK1/2/3 oOvtnén

—

*Néa yevid NTRK avaotoAéwv (LOXO-195, TPX-0005) amoTteAEOUATIKWY
OTOUC OYKOUG ME emikTnTn avtoxn otn Beparmeio Adyw NTRK petaAAaéng

*Oepareia MPWTNG YPOUHUAGS A VEOETILKOUPLKN Beparmeia

Siozopoulou Diagnostics 2021



2uvoBLoko Zapkwpa (22)

(synovial sarcoma)

ZAapKwua oo povopopda atpaktopopda kotrapa (Lovodpaotko 22)
HE TIoKiAn emBnAtakn dtadopormnoinon (6ipaciko 22) kat pEpov tn
SiapetaOeon SS18-SSX1/2/4 [t(X;18)(p11,q11)]



2UVOBLOKO ZAapKwWL
» Evtonon: ev Tw BaBeL paiokd popla twv akpwv (70%), cuxva mapapBpikd, 15%
OTOV KOPUO Kal 7% o€ kepaAn-tpdaxnAo, omaviwe ota omAdyxva, ootd KNZ,
nepldepLKA velpa, LECOBWPAKLO

» KAwikn ewkovo/Makpookorikny Epgavion: enwduvo otdnua Bpadeiag avamntuéng

apxLKa (2-4 €tn)/ palo pd 3-10¢k,
Bpadéwc avantuoodpevol Oykot: ToAvolwdnc/moAUKUOTIKN epdavion, +/-
ooteornoinon, puéosldeic mepLoxEe, utookAnpn N LaABakn cvotaon, xpola

urtokitpvn 1 doad/Asukn
TOXEWC AVATTUGOOEVOL GYKoL: eUOpuTTn cloTOON, ALLOPPAYIEC VEKPWOELS

» Emudnpiooyika dedopéva: >50% twv aocBevwv eivat €édnPot/veéol evidikec, 77% e
nAkia tpo twv 50 eTwv

» MNaBoyeveon: ouvtnén SS18-SSX kal Ekppacn TNC XLLALPLKAC TIPWTEIVNC



2UVOBLaKO ZapKwLol
» Movodaoiko 22 (2/3 nepumtwoswy):
-Atpoktopopda povopopda KUTTApo HIKPOU HEYEODOUC HE ATLA aTuTtia, TTOAU auénpévn avaloyia
nupiva/kuttaponAdcpatog (aAAnAenikadAvyn)
-Qoedeic nupnveg, duodLakpita mupRvia
-ZUMRAYELG KUTTAPLKEG aBpoioelg/deopideg/mpotumo ~ Papokokaio™
-Napovuoia paoToKUTTAPWV
-MOavn enacBéotwon/ooteonoinon oto 1/3 (AA 00TEOCAPKWHOL)
-MOavni koAAayovornoinon/ivwon, pLuoeldrg ekpUALON UTTOOTPWHOTOG
-AyYyELO LE QLLOYYELOTIEPLKUTWHOTWOEC TTPOTUTIO

> OAlwpaoiko 22 (1/3 nepumtwoswv):
-Atpaktopopdo kKuttapiko otoyeio KAI
-KuBoetdn/KUAvEpLKA EMLONALAKA KUTTOPOL LE OLPOLLOXPWLATIKO KUTTOPOTIAQGHLOL
-ZUMnayEG/adeviko/SoKIEWHEC MPOTUTO AVATTTUENG
-ITIAVLEG TLEPLOXEG MAAKWSOoUG Stadopomoinong i KOKKLOKUTTOPLKAG popdoAoyiag

» MNeploxeg xapnAng dradopomnoinong (cuyvotepa os NALKLWHEVOUC acBeveic): avénpévn KuttapoPpifeia, prtwoselg >6/mm?2
(>10/10 hpf), vékpwon, StakAadoupeva ayyeia, wvwdn dStadpaypatia Vo Tou OyKou
-atpaktopopda KUTTApa HE SECULOWTO MPOTUTO AVATTTUENG
-0TPOYYUAQ KUTTOPO HLKPOU HEYEDOUG LE UTIEPXP WHATIKOUG TIUPHVEG
-erilOnALoeLdn KutTTOopa



2UVOBLOKO ZAapKwLOL

-AVOOOIOTOXNMULKEG XPWOELG SSX Ka SS18 pe uPnAn ewdkoTNTA KA EvaLoOncia
-Agiktng TLE-1: Siaxutn €kdppaon, xapunAn edkotnta
-OTIKOTNTA O€ KUTTAaPOKEPATiveG kKat EMA

-90% Twv Sipaoikwy 2 eivol Betikd (+) oe kuttapokepartivec (kupiwg CK7 kaw CK19) oto
ETLONALAKO oTOLYELO AAAA KOl O OTIAVLOL KUTTOPOL OTO ATPOKTOKUTTOPLKO OTOLXELD

-3TO HOVO(DOOLKO ATPOKTOKUTTAPLKO 2¥ HOVOo Alya pepovwpeva kUTtapa CK+ — TTOAAATTAEG TOUEC
Kol TtoAAartAol Helkteg

-Yuxvotepn ékppaon EMA oe meploxeg xapnAng dtadopomnoinong. Ot teAevtaieg eival (+) oe
10000TO 50-60% OTLG KUTTOLPOKEPOTIVEG

-5$100 sotiakn ekppaocn oto 30%

-CD99 (+) oto 60-70% (KUTTAPOTTAQCHATLKN XPWON oTa EMLONALAKA KOl LEUPPAVLIKN OTA

atpaktopopda kuTTAPA

-Bcl-2 (+) kupiwg ota atpaktopopda kKUTTOPA

-CD34 (-) ko omavia (+)

-Calponin cuyva (+)

-BerEp4 (+)



2 TOLYELOL LOPLOKNC YEVETIKNG

H dtapetaBeon t(X;18)(p11;qll) avevupiloKETOL MTPAKTLKA OE
OAa toL 22

Xpwuoowuao 18 Xpwpoowua X
——  yoVibio $8X1 ——— OIQaoIKO I (2/3)

yovitio SYT —

L VyOVi0I0 SSX2 ———— HOoVOoQaOoIKo ZI (1/3)

E€atpetika xpriotpn texvikn ywa tn dtadopikn dtayvwon tou
HLOVOPACLKOU OTPAKTOKUTTOPLKOU KOl TITWYA
SLapopPOTOLNUEVOU 22 E AAAD ATPOKTOKUTTOPLKA N

OTPOYYUAOKUTTAPLKA COPKWUOTO



2UVOPLAKO ZAPKWLOL

Movodaoko 23 A)Seopuidec povopopdwV ATPAKTONOPDWY KUTTAPWVY
B)Aiktuo koAAayovou INMNapouvoia emacPfeoctwowv A)Meploxni HuEoetdboug
UT[OO'tpd) HOaTOG WHO, Soft tissue and bone tumors 2020



2UVOPLAKO ZAPKWLOL

AlpaoLko 22: ouvioTwoo adeVLKNG EMBNALOKAC CUVLIOTWOOLS

WHO, Soft tissue and bone tumors 2020



2UVOPLAKO ZAPKWLOL

2> xounAnc dtadopormnoinong: A)kuttapoBpldnc eploxn
B)ukpootpoyyulokuttaplkn popdoloyia

WHO, Soft tissue and bone tumors 2020



2UVOPLAKO ZAPKWLOL

WHO, Soft tissue and bone tumors 2020



Movodaolkd ZuvoPLako Zapkwpo- Atadoplkn Aldyvwon

» Kakon0ng oykog amno ta EAvtpa Twv nepLdpePLKwV VELpwV: TBavn epdavic
NPOEAEVUON OO VEUPLKO KAASO, KUTTAPA LE KUUOATOELOELC TTUPNVEC, EVOAAAYEC
KuttopoPBpiBsioc Kot tepLoxEC pe puéoeldsc otpwpa, CK7-, CK19-, SOX10+, GFAP+

» Movnpng wvwdng oykog: CD34+, STAT6+, CKs-

» Alavyokuttaplko capkwpa: PwAewdeg potuno avantvéng, Melan-A+, HMB-45+,
CKs-

» ATPOAKTOKUTTOPLKO paBdopvoocdapkwpc: desmin+, MYOD1+

» lvooapKwUoL: OTIOVIOTATOC OYKOC XWPELE svpeia £kPpaon atvoooicTOXNHULKWVY
SEKTWV

WHO, Soft tissue and bone tumors 2020



Alpaoko ZuvoBLako Zapkwua- Atodopikn Aldyvwon

Biphasic Tumors and Tumors with Mixed Patterns

Biphasic synovial sarcoma

Myoepithelial tumors of soft tissue (including mixed tumor)
Malignant peripheral nerve sheath tumor (MPNST) with heterologous
differentiation (including glandular MPNST)

Gastrointestinal stromal tumor, mixed type

Dedifferentiated liposarcoma

Melanotic neuroectodermal tumor of infancy

Nonmesenchymal Tumors with Biphasic and Mixed Patterns

Ectopic hamartomatous thymoma

Sarcomatoid carcinoma

Biphasic malignant mesothelioma

Germ cell tumors

Carcinosarcoma (malignant mixed miillerian tumor)

Hornick, Practical Soft Tissue Pathology, 2019



Alpaoko ZuvoBLako Zapkwua- Atodopikn Aldyvwon

Awpaciko pecoOnAiwpa: evtonion otov UNEIWKOTA i} TO MEPLTOVOLO, ATPAKTOpopda KUTTApA LE €VTOVN
aturtia, emOnALokd otolxeio uno th popdpn cwAnviwv Kat OnAwv, BAP1-

ZOPKWHATOELOEG KapKivwpa: Evtovog MAELOpopPLOOG KoL TTUPNVLK OTUTILOL, CUCXETLON LLE TO LOTOPLKO
KakorOng oykog oo ta EAutpa twv nepipepikwyv velpwv: mBavin epdavig npoEAeuacn amnod VEUPLKO KAAddo,
KUTTOPO LE KUMOTOELSELG MUPRVEG, evaAAayEG KuTTapoBpifeLag Kot tepLOXEG e pUEOELOEG oTtpwpa, CK7-,
CK19-, CK20+, CEA+, SOX10+, GFAP+

MuosmiOnAiwpa: Ektetapévn ékppaon emOnAiakwv dewktwv, PLAG1+

KokonOng LuAAepLavog LLKTOG OYKOG: EVTOTILON 6TV WoBnRKN, tTn caAmniyya i to evéountpio, WT1+, PAX8+



Alpaoko ZuvoBLako Zapkwua- Atodopikn Aldyvwon

Keratin  Epithelial = S-100  Glial SOX10  Nuclear  Calretinin
' Membrane Protein Fibrillary : WT1
Antigen - Acidic |

: ' ' Protein .
Biphasic , + - + 30% | — - - -
synovial
sarcoma
Biphasic + + = = G + +
malignant
mesothelioma
Sarcomatoid , + * = = = = =
carcinoma
Glandular + (glands) +(glands) + + * = -
malignant
peripheral
nerve sheath
tumor
Carcinosarcoma | + [ + 3 = = | b + =
(malignant {carcinoma) @ (carcinoma) 1 {carcinoma) |
mixed ' '
miillerian
tumor)

Hornick, Practical Soft Tissue Pathology, 2019



MNtwya Atadpoporotnuevo ZuvoBLako 2Zapkwpa- Atadopikn
Aldyvwon

> 2apKkwpa Ewing: CD99+++, NKX2.2+, SSX-, SS18-,
TLE1-



2UVOBLOKO ZapKwWLOL

» Ztadlonoinon:
8" ékboon UICC TNM (2017)/ cvotnua AJCC

» BaBuomnoinon:
Yuotnua FNCLCC

» ZNMUOVTLKOL TTPOYVWOTLKOL TtAPAYOVTEG: 0TASL0 VOoOU, HEYEDOC OYKOU, LOTOAOYLKOG BOOMOC
kotkonOeiog, >20% tnG EKTACEWG ELKOVA XONANG Stadopomnoinong

» KaAn mpoyvwon: <5gk peyebog, <6 prtwoelg/mm2, anovoia VEKpwong, matdiki nAtkia
» 5etAC emBilwon: nAwkia<19 £tn: 83%, nAwkia>19 £€tn: 62%

» 10eti¢ emBiwon: nAkia<19 £tn: 75%, nAwkia>19 €tn: 52%



EriBnAloeldec 2apkwpa (E2)
(epithelioid sarcoma)

2ZAPKWUO OLTTOTEAOUEVO Ao KUTTOPO LE TTAREN N AteEAR EMLONALOKA
olvOooOOPPOAOYLKA XOLPOKTNPLOTLKA
-KAQLOLKOC (amw) TUToc: PEUSOKOKKLWHUATWIEC MPOTUTIO OVATTTUENC
-€yyUG¢ TUno¢: epdavion otov Koppo, PwAeEG Kal aBpoioelg peyaAwv
ermONALOELd WV KUTTAPWV



EmiBnALoeldec 2apkwpa

» Evtomnion: KAAOLKOC TUTOG: Amw Avw akpa (6AKTUAA XEPLWYV, TTOAAQUN, TLEALQ)
€yyU¢ TUTOG: KOpLOC (Ttuehoc, tepiveo, yevvnTiKn TtepLloxn, BouPwvecg),
yAoutoc, yodpoc

» KAwikn ewkovo/Makpookorikr) Epdavion: KAAOIKOC TUTOG: £vac 1 moAAarAol 6ot
e e€EAkwon, U6 Alya x\-5ek
gyyuU¢ TUTOC: vV Tw BaBel euplokopevec toAvolwdelc palec, ud 1-20ek

» EmudnpioAoyika dedopéva: <1% OAwV Twv ooPKWUATWY, KAAGLKOC TUTTOG: SutAdoLa
OUXVOTNTO OE OXEON UE TOV EYYUC TUTIO, KUPLWCE o€ €PnPouc, VEOUC EVAALKEG
gyyUG TUMOG: VEOL-UEONC NALKLOG EVAALKEC

» MoaBoyéveaon: oxedov KaBoAlkn anwAela tn¢ rtupnvikng Ekbpaonc INI1T (SMARCB1) R
riwo ontavio BRG1 (SMARCA4) (yovidiakn amaAewn)



EmtiBnAlosldec Zapkwpua

KAaowko (amw) EX: TOANXTIAEC EEEAKWLEVEC
£0TLEC OTO TLEAMAL

WHO, Soft tissue and bone tumors 2020



EmiBnALloeldec 2apkwpa

» KAaowko (anw) EZ:
-EriOnAwoeidn peydlov peyEBoug noAuywvika kuttapa (KEvtpo aAloiwong) kot atpaktopopda KuTTOpA
(mepidpépela aAAoiwong) e mupnveg pe Ama atumia, pucaAtdwdn nupnva Kot Pkpd mupRvia (kEvtpo
aAAoiwong)
-Olwodeg npadtumno
-fewypadikni VEKPWON 0TO KEVTPO
-N\iyeg pprtwoelg
-20%: eEMOCBECTWOELG, LETATTAOCTLKO 0GTOUV

» Eyyug EZ:
-Meyala ermiOnAoedn kuttapa, trietopopdn popdoloyia
-NoAvolwdeg npotuno
-Eotiakn vékpwon
-tKottapa pe papdoetdeic xapaktipeg
-+tMuéoeldEég oTpwpa

INI1-

EMA+++

CKs+++ (CK8+, CK19+, CK5/6-)
CD34+ (>50%)

ERG o€ 40-67%

YVVYVYYVY



EmtiBnAlosldec Zapkwpua

KAoolko (amw) EX: A)veEOTIAQOUATLKA KUTTOPO UE KEVIPLKI VEKPWON
(PpevdokokKlwpaTwdEC tpoTUTIO avamtuénc) B)emiBnAtoeldny kUTTOpA UE
adBovo nwowodho kuttaponhaopa INevpeyedn atpaktopopda KUTTOPA

WHO, Soft tissue and bone tumors 2020



EmtiBnAlosldec Zapkwpua

Eyyuc (neyalokuttapiko) E2: A)toAuolwdeC MPOTUTIO LE EOTIEC VEKPWONG
B)mAewopopda emBnAiostdn kuttapa pe adBovo nwowodpio
KUTTOPOTIAOQLOLOL KOLL EVUEYEDN Ttuprval e eukplvn Ttupnvia Noabpoloelg

paBdoeldbwv KUTTAPWV PE VAAOELON EYKAELOTO

WHO, Soft tissue and bone tumors 2020



EmtiBnAlosldec Zapkwpua

WHO, Soft tissue and bone tumors 2020



ErmtiBnAloeldec Zapkwpo- Atadopikn Aldyvwon

Differential Diagnosis of Epithelioid Sarcoma
If a Granuloma-Like Appearance Predominates

Granuloma annulare
Rheumatoid nodule

If an Epithelioid Appearance Predominates

Carcinoma (squamous cell carcinoma)

Melanoma

Malignant mesothelioma

Epithelioid hemangioendothelioma

Epithelioid angiosarcoma

Pseudomyogenic hemangioendothelioma

Epithelioid malignant peripheral nerve sheath tumor
Extrarenal malignant rhabdoid tumor
Myoepithelioma/myoepithelial carcinoma of soft tissue

If a Spindle Cell Appearance Predominates

Clear cell sarcoma
Myofibroblastic sarcoma

Pseudomyogenic hemangioendothelioma
Hornick, Practical Soft Tissue Pathology, 2019



EmiBnALloeldec 2apkwpa
» Ztadlonoinon:
8" ékboon UICC TNM (2017)/ cvotnua AJCC

» BaBuomnoinon:
XwpLic Wlaitepn atia

» 5eTtAC emBilwon: 45-70%

» 10gti¢ emPiwon: 45-66%

» Metaotatiko EZ: 24%

» H evtonuon (emutoAng/ev tw BabeL) £xeL tpoyvwotiki onpacia (anw EZ kaAUTtepn MPOyvwon amno
gyyug)

» MapAayovtec KOKAG TPOYVWonc: HeyaAn nAtkio, uPnAac Baduoc LoToAoyKA, TOAVAPLOMEC
HItwoelg, Aspdpadevikn petaotaon, pd>5ek, paBdostdnc popdpoioyia



KupeAdiko Zapkwpua twv MaAakwv Mopilwv (K2)
(alveolar soft part sarcoma)

ZAPKWUO TWV EV TW BAOEL HAAOKWV HOPLWV TWV AKPWV KUPLWC,
OItOTEAOUEVO Ao EMONALOELON KUTTOPA HE OTIWAELQ TNC CUVOXNAC
Kot KUY EALSLKO MpATUTIO avantuéng, ko tn dtapetddeon
der(17)t(X;17)(p11.2925), odnywvtac oto XLHaLpLKO yovidilo
ASPSCR1-TFE3



KupeAdbko Zapkwpa twv MaAakwv Moplwv

» Evtonion: ota akpa (61% Twv NEPLTTWOEWV, KATW AKPo 51%), kopuac, kepaAn-
TpaxnAog, (mawdia: opOaApnaoc, yAwocoa)

» KAwikn ewkovo/Makpookorikny Epgavion: Bpadéwe avamtuoocopevn pala,
HETAOoTACELS NON 010 43% TwVv acBevwv katd tnv 1" epdavion
neyeboc ud 1,2-24¢k, ev HEpeL tepilyparmtn alloiwon pe olouc kal Stadpayuatia

» Emubnuioloyika edopéva: <1% OAwv TwV CapKwHATWY, NALKLOKO eUpoc 1-78 €1n,

HEoN NAKLAL 25 €T, CUXVOTEPO OE YUVOLKEC

» MaBoyeveon: XLHOLPLKO yovidlo ASPSCRI-TFE3 pe §paon we HeETaypadLlKOC Topaywy,
nupnvikn €kppaon npwteivng TFE3



KupeAdbiko Zapkwpa twv MoAakwv Moplwv

» Meyalou Hey€EOOUG TOAVYWVLKA KUTTAPA HE NWOLVOPIAO KOKKLWOEC KUTTAPOTTAAGHLA, OTPOYYUAO
TUPAVA KEVTPLKA 1] EKKEVTPOL TOTLOOETNHEVO UE MLKPO TTUPAVLO

Opyavoeld£G/KUPEALSIKO MTPOTUTO AVATITUENG UE KEVTPLKI OIMWAELO CUVOXNG

MAoloo ayyelako diktuo (cuxvi ayyetakn i dnon)

+ SLtavyEg kKuttaponAacpua, pafdoedn kuttapa, Peudoadevikdo MPOATUTO, KUOTELC ME LUEOELDEC
UALKO

YV V VYV

» EvéokuttaponAaopatikéG KpuoTaAloeldeic Sopég PAS+ PAS-D+

Y

Oykol YAwooagc: LKpoU pHeyEBoug KUTTOpa, anovcia ayyeiwv, un KuPeAdiké npotuno avantuéng

TFE3+ (mupnvikn ékppaon)
Cathepsin K+++

Calretinin (46%)

» Desmin (sotiakad)

Y V VYV



A)opyavoeldeic dwAeég anod nwaowvodpla kuttapa pe ddBovo kuttaponAacpa B)ouumnayeig
dwAEEC pe KOATIOELST) TpLXOELON otnv tepldEpela INKUPEAEG e amwAELA CUVOXAG OTO
KEVTPO, KUTTAPA UE EKKEVTPOUG MUPAVEG Kol EUKpLVA Ttuprvia A)PAS-D:
gvOoKUTTOPOMAAGUATIKEG KpUOTAAAOELOELG SOUEG WHO, Soft tissue and bone tumors 2020



KupeAdiko Zapkwpa twv MoAakwv Mopiwv

WHO, Soft tissue and bone tumors 2020



KupeAldiko Zapkwpa twv Malakwv Mopiwv- Atadoptkn Atdyvwon

Metaotatiko kKapkivwpa veppou: CKs+, EMA+, PAX8+, L.otopikd acBevoul¢
KokonOng KOKKLOKUTTAPLKOG OYKOG: amouoia TPLY0ELSIkol Siktuou eviag tou dykou, S100++, SOX10++

E€wvedpikoc paBdostdnc 0ykoc: amnouvoia TPLYOoELSLIKOU SIKTUOU £vtog Tou oykou, CK+, EMA+, desmin-/+,
INI1-

Pafdopvoocapkwpo: anovoio TpLXoeldikol SiKTUoU eviog Tou 0ykou, desmin+, myogenin+
MeAavwpo: S100++, SOX10++

PEComa: emtOnALoeldn kuttapa e KOKKLWOEG KuttaponAacpa, MART-1/Melan-A+, HMB-45+, SMA+,
desmin+

MNoapayayyAiwpa: chromograninA+, synaptophysin+, 8ev evtoniletal ota akpa

EmiOnAlocdéc ayyeloodpkwpo: CD31+, CD34+, ERG+



KupeAdbiko Zapkwpa twv MoAakwv Moplwv
» Ztadlonoinon:
8" ékboon UICC TNM (2017)/ cvotnua AJCC

» BaBuomnoinon:
XwpLic Wlaitepn atia, uPpnAofabduou Lotoloyilkou Babuol

» Torukn vnotponn 11-50% twv acBevwv
» Metaotdoelg o€ nvevpova, Arap, ootd, KNZ, Aspdpadévec (omavia)
» 0S: 82% (2yrs), 56% (5yrs)

» MapAayovtec KOKNG MPOyvwonG: HeEyaAn nAkia, ué>10ek, mapoucio IMONAKPUGHEVNG
HETAOTAONC KOTA TN SLAYVWOTN, EVIOTILON OTOV KOPUO



ALOLUYOKUTTAPLKO ZAapKwpa Twv MoaAakwv Mopiwv (AZ)
(clear cell sarcoma of soft tissue)

ZAPKWUO TWV €V TW BAOeL HaAoKWV popiwv HE KUPEALOLKO MPATUTO
oavantuéne, peAavokuttaptkn dtadopormoincn Kot apKETA CUXVA Th
ouvtnén
EWSR1-ATF1



ALOUYOKUTTAPLKO ZapKwHa Twv MaAakwv Moplwv

» Evtomnion: ota akpa (50% twv MEPUNTWOEWV ATIW KATW AKPO, TTOSOKVN LK
apBOpwon, MEANQ, o€ emadn HE TEVOVIEG-AMOVEUPWOELC), KEaAN-tpdxnAog,
KopHO¢, omAayyva, MEX

» KAwikn ewkova/Makpookorikr) Epdavion: Bpadéwc avamtuooopevn pala ya
unvec/xpovia, alyoc-evatobnoia oto 1/3 Twv MeEPUTTWOEWV
nEyeboc ud 2-5ek, omavia >15¢ek, nepiyparmntn aAhoiwon kaotavodatng-Aeukodatng
XPOLAC, OTIAVLA PLE EvaTToBETELC peAavivng

» Emubnuioloyika edopeva: veol eVAALKEG, ouxvotepa otnv 3" -4" Sekaetia Kal o€
YUVOLILKEC

» MNaBoyeveon: ouvinén EWSR1-ATF1 oto 70-90% Twv MEPUTTWOEWV (EveEpyomoinon
TOU €KKLVNTA Tou yovibiou MITF), EWSR1-CREB1 otIc AOUTEC TIEPLTTWOELC

» CRTC1-TRIM11: og veomAaopa Tou SEPUATOC UE TIOPOLOLO XOPAKTNPLOTIKA
NEA ONTOTHTA;;



ALOUYOKUTTAPLKO ZOapKwa Twv MaAakwv Moplwv

KaAd meplyparmtog OyKoC eVtoq
neApatiaiov tévovta os BnAv 18 etwv

WHO, Soft tissue and bone tumors 2020



ALOUYOKUTTAPLKO ZOapKwHa Twv MaAakwv Moplwv

» EmiOnAwosidn/atpaktopopda kutTOpa pe nwowvodiho (kat ortavia Stavycg)
KuttaponAacpa, pucaAidbwdn nupAva, LOKPOTTUPAVLAL

» KueAbko npotuno avantuénc He napovoia dtadppaypatiwv

» MNapoucia moAuntupNVWYV ylyavtokuttapwv XQPIZ diayutn KUTTapLlki atunia

» MeAavivn >1/2 twv nepIMTWoE WV

» Mutwoelg <5/10 hpf, vékpwon oto 1/3 Twv NEPLMTWOEWV

> S-100+, SOX-10+, Melan-A (MART1) +, HMB45+, MITF+



ALOUYOKUTTAPLKO ZOapKwa Twv MaAakwv Moplwv

A)kUTTOPA LE ATILA NWOLVODIAO KUTTAPOTIAQCA KOL EUKPLVA TTUPAVLA
B)moAumntUpnva ylyavtokuttapa aveuplokovTal ouxva

WHO, Soft tissue and bone tumors 2020



ALOUYOKUTTAPLKO ZOapKwa Twv MaAakwv Moplwv

Mépocg Twv A epdavidouv
VEKPpWON (rapaywv XeLpOTEPNC
POYVWOoNC)

WHO, Soft tissue and bone tumors 2020



ALOLUYOKUTTAPLKO ZapKwua Twv MaAakwv Moplwv- Altadoptki Alayvwon

» Metaotatiko peAavwpa: amovoia EWSR1-ATF1,
napovoia petaAAaewv BRAF

» Movodaoko cuvoBLaKko GApKWHLOL

» Kakonong oykoc oo ta EAuTpa TwV NEPLPEPLKWV
veUpwv: AtpaKktopopda KUTTOPO O LAKPEC SECUIOEC
ME KUpotoeldeic mupnAveg, puéoeldeic meploxec, Melan-

A-, HMB-45-

» Nelopvooadpkwpa: SMA+, desmin+, caldesmon+



ALOUYOKUTTAPLKO ZOapKwHa Twv MaAakwv Moplwv

» Ztadlonoinon:
8" ékboon UICC TNM (2017)/ cvotnua AJCC

» BaBuomnoinon:
Xwpic Wlaitepn atia, uPpnAov LotoAoykov Babuou

» Ynotponn 40% twv acBevwv

» Metaotaoelg o€ nveupova-Aspdadéveg oto 30-50% twv aocBsvwy, EpdAVIoN LETOOTACEWV UETA
ta 10 €t

» 08S: 60% (5yrs), 35% (10yrs), 10% (20yrs)

» MapAayovtec KOKAC TPOYVWonG: U6>5eK, VEKpwon, AP ASEVIKN] HETAOTAON OTOUC EMLXWELOUG
Aepdadévec



E¢wokeAetiko Muéosldec Xovbpooapkwpa (EMX)
(extraskeletal myxoid chrondrosarcoma)

2ApKwU To omnoio yopaktnpiletat amo adOovo puocldéc otpwua,
noAvAoBwtn dapopdwaon ko opoopopda KuTTOPa LE dLtataén o€
Xopdéc, aBpoioelc kat dokidec pe SiKTtuwTn SLlevBETnoN Ko
SdlapetaBeoelg tov yovibiov NR4A3.

AEN NAPATHPEITAI XONAPINH AIAOOPONOIHZH



E€wokeAeTiko Muéoeldec Xovdpooapkwa

» Evtonion: ev tw BadeL paAakd popLa Twv eyyuc AKPWV KAl ITTUXWV, KOPUOC,
KePaAn-tpaxnAog, mapacmovOUALKA, KOolALa, TTUEAOG, TTEAUOL

» KAwikn ewkova/Makpookorikr) Epgavion: pala cuvodsuopevn ano aAyoc-
gvaoBnoia
neyaAo peyebocg ouvnbwe, evdexouevwe >30eK, TtEplypamtog 0ykog pe moAvolwdn
epudavion kat LeAaTvwdeLS TtEpLOXEC LE SladpayuaTLa,
rdavn VEKpWOn, KUOTLKOTtolNOoN, alpoppayia

» Emubnuioloyika edopeva: <1% Twv capKwUATtwy, HEon nAtkia 50 £tn, onavia o
nawdLa, epnfoug, ©:A 1:2

» MoaBoyéveon: ouvvtnéelc NR4A3-EWSR1, NR4A3-TAF15 oto >90% Twv EPLTTWOEWV
Ol 2YNTHZEIXZ AYTEZ AEN ANEYPIZKONTAI ZE AANA ZAPKQOMATA
Ol XLLOLPLKEC TIPWTEIVEC ELVOL EVEPYOTIOLNTEC TNG LETAYPAPNAC



E€wokeAetiko Muéoeldeg XovdpooapKkwua

A)KaAa adopllopevog oykog pe hevdokada kot AoBlwdn
apXLTEKTOVIKA HE Wwbn Stadpayuatia B)BEoeLg
KUOTLKOTIOLNONG, OLLLOPPAYLOC, VEKPWONG

WHO, Soft tissue and bone tumors 2020



E€¢wokeAetikd Muéoeldec Xovbpooapkwua

» MoAvolwdec/moAuvAoBwTto npotumo avantuénc (vmokuttapkd AdfLa) pe mapouvoia
Stadppaypatiwv

» KiOttopa pe pikpn moootnta NWovopLAOU-KEVOTOTILWOOUC KUTTAPOTTAACLOTOG,
OMOLOpOPPOUC OTPOYYUAOUC-WOELOELC MUPNAVEC, EMUAKELC MPOCEKPBOAEC, oxnpati{ovtog
X0pOEC, LKPEC aBpoioelg, cUVOEOMEVEG HOKIOEC

» AdBovo puéocidéc otpwpa, XQPIZ IXHMATIZMO XONAPOY

» MKpn prtwtikn dpaotnplotnta

» IMaviwg EVOOKUTTOPOTANCHATIKA EYKAELOTA SLKNV paBSOELOWV KUTTAPWV
» € Alyec nepmtwoelc avénpnéevn kuttapoBpibeia, Aiyo otpwpa kat uPnAofadung
endaviong emOnAtoednigc popdoloyia

» S100+ (20% twv neputtwoswv), ckit+ (30% twv neputtwoewv), synaptophysint, NSE+
» INI1- o€ kUTTOpa pe paBdoedn popdoloyia



E€¢wokeAeTiko Muéosldec Xovdpooapkwpua

A)olwdn¢ apxLtekTtovikn He vwdn Stadpayuadtia B)adOovo puoeldécg
oTpwua Kat XopdEC opolopopdwy Kuttapwy Nnapoucia atpaktopoppwy
KUTTAPWV A)oupmayeic KUTTAPLKEC aBpoloelg (AA emONALAKO VEOTIAAOO)  WHO, Soft tissue and bone tumors 2020



E€¢wokeAeTiko Muéosldec Xovdpooapkwpua

R BT s

-

5o (Joh

KuttapoBpBr¢ unotumog: pkpr Napouacia papdoetdwv kuttdpwy (INI1-)
oooOTNTA EVOLAUECOU OTPWHOTOG

WHO, Soft tissue and bone tumors 2020



E€¢wokeletiko Muéoeldec Xovdpooapkwpua- Atadoplkni Atdyvwon

Muéoelbég Aumoodpkwa: mapouaoia AutoAacTwy
OoTteEOMOLOUEVOG LVORUEOELDNG OYKOG

'OyKOG €K LUOETILONALOKWY KUTTAPWV

METOOTATIKO KOPKIVWHLOL

MeAavwpa

EriOnALoeld£¢ capKkwpo eyyug TUMOU

Ossifying fibromyxoid
tumor

| Softtissue
myoepithelioma

- 5-100
| Protein

++

+++

~ Keratins Epithelial ~ Desmin
' Membrane :
. Antigen
rare rare P
TR e e ' i

Extraskeletal myxoid

chondrosarcoma

I+

rare | o

Hornick, Practical Soft Tissue Pathology, 2019



E€¢wokeAetikd Muéoeldec Xovbpooapkwua

» Ztadlonoinon:
8" ékboon UICC TNM (2017)/ cvotnua AJCC

» BaBuomnoinon:
Xwpic Wlaitepn atia, uPpnAov LotoAoykov Babuou

» Makpoxpovn eniiwon nopd TNV avAantuén HETAOTACEWVY

» MetaotAoelg o€ mveLoOvVA cUVHOWC

» 0S: 82-90% (5yrs), 65-70% (10yrs), 58-60% (15yrs)

» Mapayovtec KOKNG MPOyvwonc: LEYaAn nAkio, ud>10ek, evtomion eyyuc, avénnevn

KuttapoBpifeila kat atuntia, mapovcia paBdostdwv kuttapwyv, ouvtnén NR4A3 pe non-EWSR1
partner (UPnAotepnc KakonOeLac LoppoAoyLKA XAPOAKTNPLOTIKA)



AgoHOTIAQLOTLKOC MLKPOGTPOYYUAOKUTTAPLKOC OYKOC
(AM30)

(desmoplastic small round cell tumour)

2APKWLOL TO OTTOLO YopaKTnPLileTaL OO HLKPA OTPOYYUAQ KUTTOPO OE
gvtova SEOCUOTIAOLGTLKO UTTOGTPWLOL KoL TV TTAPOUCLOL TOU XLUOLPLKOU
yovidiov EWSR1-WT1.



AeoponAaoTtiko¢ MikpootpoyyuAokuttaplkog OyKoc

» Evtonuion: kothia, ontioBoneptovaio, mUeA0OC, MOAAANAEC ENPUTEVOELG OF
EMLMTAOUV, MEPLTOVALO, OTIAVLEC EVTOTILOELS: BWPAKLKA KOLAOTNTA, TIOPALOPX LKA

» KAwikn ewkovo/Makpookorikny Epgavion: cupntwpata oUpudwva PE TNV EVIOTLON
MoAAarAol 6oL TNG epLtovaikAC EMLPAVELAC, CUXVA EVOC LEYAAUTEPOC KAl TT
rnioAAartAol Sopudopot

» Emubnuioloyika dedopéva: matdld-veol evnAikeg, 3" dekaetio, KUpLWE o appeva
(>85% twv atcBevwv)

» MNaBoyeveon: ouvinén EWSR1-WTI1, avamtuén otnv mepLtovaikn emupavela pe
gvtovn €kdppaon tou yovidiov WTI katd tnv eUPpuLkni NALKLa, €K TOU EVOLAPECTOU
LECOOEPUATOC, O LETAPBOON ATTO TO PECEYXU A O EMONALAKO oToLXElo (OTTWC ToV
AMZO)



AgopomnAaoTtikoc Mikpootpoyyulokuttoplkoc Oykoc

Mia kUplo paa kot toAAamAEC SopudOPEC
HLA{EC UKPOTEPOU peEYEBOUC

WHO, Soft tissue and bone tumors 2020



AgoPOTIAQLOTLKOC MLKPOGTPOYYUAOKUTTAPLKOC OYKOC

> Zadeic KUTTAPLKEC PWAEEC EVTOC Evova SECGUOTIAACTIKOU UTTOOTPWLOTOC

» Ouolopopda pkpoL HeyEBouC KUTTOPA, OTPOYYUAQ (oTtaviwg
emOnAosidn/atpaktopopda) He BaBuxpwWHATIKO TTUPVA KAt EAAXLOTO
KUTTOPOTAQoMA HE acad KUTTAPLKA OpLo

> Ztpwpa pe adpOovec wwoPAaotec/puoivoBAacteg Kol ayyelofpifsia

» MOavn KeVTpLKA VEKPWON, KUOTIKN EKPUALON

» APOoVEC TWOELG, VEKPWON LOVWV KUTTAPWV

> Imaviwe evOoKUTTOPOTAAOHATIKA EYKAELoTA SiknV pafdostdwv kuttapwv/
eMONALAKEG SOUEG SIKNV POLETTWV-AOEVIKWV GXNUOTLOUWV

» € AlYEC MEPLMTWOELC HEYAAUTEPA KUTTAPO, OLUENUEVOC TIAELONOPPLONAC

» OETIKOTNTA YLO TLOLKIAOUC ETILONALOKOUC, LLUOYEVELC KOl VEUPOYEVELC SELKTEC

> (+) WT1 (mupnvikn xpwon €vavtt tou c-aptvoteAtkol akpouv), EMA, CKs, desmin
(mapanupnvikn kuttapomAacpatikn xpwon), NSE, CD56

»> (-) myogenin, MYOD1




AeopomnAaoTtikoc Mikpootpoyyulokuttaptkog OyKoc

A)dwAeEC moLkilou peyeBouc evtog SEOUOTAACTIKOU OTPWUATOC
B)oupmay£c mpOTUTO aVATTTUENC

WHO, Soft tissue and bone tumors 2020



AeopomnAaoTtikoc Mikpootpoyyulokuttaptkog OyKoc
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A)ANBNTLKO MPOTUTIO E IO POUCLa LOVWV KUTTAPWV B)uLkpd otpoyyuAd KUTTOpO
Xwpic Wolaitepo mAelopopdlopd MNnapouvaoio poleTtwy A)ECTLOKN VEKPWON
E)omelpapatosldn tpixoetdn Z)emBnAlakeg SopEG pe mapouaia adeVIKwY

OXNUATIOUWY
WHO, Soft tissue and bone tumors 2020



AeopomnAaoTtikoc Mikpootpoyyulokuttaptkog OyKoc

WHO, Soft tissue and bone tumors 2020



AgoponAaoTtikoc Mikpootpoyyulokuttaplkog Oykoc- Atadoptkni Atdyvwaon

» Zapkwpo Ewing: CD99++, CKs-/+, NKX2.2+, desmin-, EMA-,
FISH pe break apart probes

» PapBéopvoocdpkwpo: myogenin+

» Opada adiadoponointwv oTPoyyUAOKUTTOPLKWV
COPKWHATWV



AeoponAaoTtiko¢ MikpootpoyyuAokuttaplkog OyKoc

» Ztaélonoinon:
81 €kdoon UICC TNM (2017)/cbvotnua AJCC

» BaBuonoinon:
YynAou LotoAoykovU Babpou
» Méon emBiwon 17-25 piveg

» 5etn¢ emBiwon 10-15%



E¢wvedpikoc Pafdoeldnc Oykoc (EPO)
(extrarenal rhabdoid tumour)

Zapkwpa TS Bpedknc-matdlkA¢ nAkiog, To onoio Yopaktnpiletat oo
OTPOYYUAQ/TOAUYWVIKA KUTTOPA LE NWOWWOPLAO KUTTAPOTIACLCHA LE
£yKAELota HiknVv LAAOU, EKKEVTPOUC TUPVEC KOl LLOKPOTIUPRVLA KoL
anwAela Ekppaonc twv SMARCBI1 (INI1) / SMARCA4 (BRG1).



E€¢wvedpkoc PaBdostdnc Oykoc

» Evtonion: ev tw Badel palakd popla tou KevipilkoU afova (Aopog,
napocrtovOUALKA, Ttepiveo, KolAia, ormtoBomepLtovaro), akpa (Lnpocg), bEpua,
omAayyxva (Wbiwg Arap)

» KAwikn ewkovo/Makpookorikr) Epgavion: ToxEwe avamtuooopevn pada Kot
avaAoya UE TNV EVTOTILON, EKTETAMEVN VOOOC ota BpEdn
Oykol >5ek ywpic kapa, pe cuvodO ALLOPPAYLKH KOL TTNKTLKN VEKPWON

» EmubnuioAoyika Sedopéva: €aLPETIKA oTtAVIOC OYKOC Bpedwv Kot ratdlwv
Y€ BpEdn-veoyva, CUXVOTEPOC ATTO TOUC AVAAOYOUC OYKOUC ToU VEppoU Kal TOU
geykedpaiou



E€¢wvedpkoc PaBdostdnc Oykoc

» AtttoAoyia: OLKOyEeVELC TEPLTTWOELC UE Ttapoucia germline petaAAdéewv oto yovidlo
SMARCB1
-Germline petaAAagelc tou SMARCBI1 oto 13% twv acBevwyv og EPO
-AcBeveic pe germline petaAAdtelc tov SMARCBI avantuooouv EPO otnv mpwiun
rnadikn nAtkia kat epdavidovv avénuéevo Kivouvo avamtuéng Kat AAAwWY OyKwV
HoAakwyv popiwv (ofavvwpuata)
-2€ TIOAU ULKPO TTOOOOTO TWwV aloBevwyv vmapyouv petallaéelc tov SMARCA4

» MNaBoyeveon: opoluyn amnevepyonoinon tou SMARCBI1



E€¢wvedpkoc PaBdostdnc Oykoc

> Pafdosidn kuttapa He eVUEYEDELC oTPOYYUAOUC-VEDPOELOELC MUPAVEC, EUKPLVA
nupnvia kot adOovo kuttaponAacua, Kot tdavi anwAeia cuvoxng

> Napanupnvikd nowodha PAS+/PAS-D+ valosldsic EykAelota N opapidia

> Zuunayeic aBpotoelg/Sokideg

» Itnv nepidEpeia SinONTIKA avantuén Siknv Hovwv KUTTApWVY

» AdBovec pItwoelg, anovoia mupnvikoU AslopopdLopou

» MNeputtwoelg pe adiadoponointa otpoyyuvAd kuttapa Kat Alya paBdosdn kuttapa

> INI1-

> (+) EMA, CKs

» +CD99, synaptophysin, MSA, S-100

» Zuxvn €kppaon Twv popiwv Twv epPputkwyv totwv SALL4, glypican3



E€¢wvedpikoc PaBdoetdnc Oykocg

A)pafdoeldn kUTTOPO HLE NWOLVOPLAO KUTTAPOTIAQCHO TO OTIOL0 TIEPLKAELEL UOAOELON EYKAELOTA
KOl EKKEVTPOUC TIUPAVEG LE EUKPLVH Ttupnvia B)paBdoeldny kUTTOopa e amwAELd TG CUVOXNC
MNadladopomnointa pHkpd oTPoyyuAd KUTTAPA O OYKO TOU ATATOC

WHO, Soft tissue and bone tumors 2020



E€¢wvedpikoc PaBdoetdnc Oykocg

WHO, Soft tissue and bone tumors 2020



E€¢wvedpkoc PaBdoetdbnc Oykoc- Aladopikn Atdyvwon

Rhabdoid Phenotype in Mesenchymal Lesions
Mesenchymal Lesions That Frequently Display a Rhabdoid Phenotype

Malignant rhabdoid tumor (renal and extrarenal)

Epithelioid sarcoma (conventional and proximal-type)
SMARCA4-deficient thoracic sarcoma

Epithelioid angiosarcoma

Perivascular epithelioid cell tumor/epithelioid angiomyolipoma

Mesenchymal Lesions That Occasionally Display a Rhabdoid Phenotype

Rhabdomyosarcoma

Myoepithelioma/myoepithelial carcinoma
Epithelioid malignant peripheral nerve sheath tumor
Desmoplastic small round cell tumor

Extraskeletal myxoid chondrosarcoma

Synovial sarcoma

Alveolar soft part sarcoma

Epithelioid hemangioendothelioma
Leiomyosarcoma (epithelioid variant)

Endometrial stromal sarcoma

Hornick, Practical Soft Tissue Pathology, 2019



E€¢wvedpikoc Padoeldng Oykoc

» BaOuonoinon:
Y¥nAou LotoAoykovU Babpou

» 5etn¢g emBiwon <15%

» H nnatikn evtomnion cvoxetiletal pe XepOtePn enBiwon



Oykol ek Meprayyelakwyv EmBnAtostdwv
Kuttapwv (PEComas)

NMeplayyetoka emOnAoetdn KuTTApA: LOLALTEPN KaTnyopia
EMONALOELO WV KUTTAPWYV OE OTEVI OXECK HE TO OLYVELOLKO TOLXWHA, ME
Ekppaon LEAAVOKUTTAPLKWV SELKTWV Kol SELKTWV AELWV MUKWV VWV

O oykol eival eite aBEBaing eite kakonnOoug BLOAOYLKAG

ocuunepLpopag
2UVWVUMO: EMOnAloeld£c ayyelopvoAinwua



Oykol ek Meplayyetakwyv EmBnAtostdwv
Kuttapwyv (PEComas)

» Evtonion: §ev UTtapXEL XOPOKTNPLOTLKA OVOTOULKI) EVTOTILON

» KAwikn ewkova/Makpookorikn) Epgavion: avwduvn pala, KaAd meplyparmntn He
neon ub 5-8ek, oL oykol evtorl{opevol oto HEpA €lvol LLKPOTEPOU peyEBoUC

» Emubnuioloyika dedopéva: peon nAwkia epdavionc 45 €tn, 0:A 1:0,2

» MNaBoyeveon: anwAeLla etepoluywrtioc tou yovidiou TSC2 (cuoyxetion pe olwdn
okAnpuvon), LeETAAAAELC Tou TP53 0To 63% TWV MEPLOTATIKWY auTwv/
-ULKPOTEPO TI0000TO (15%) Oykwv PpEpouv ouvtnéelg tov TFE3 (TFE3+
KOlL VOO OTOTOYNULKA)



Oykol ek Meprayyelakwyv EmBnAtostdwyv Kuttapwv (PEComas)

EnmiOnAloeidn kuttapa pe apOovo KOKKLWOEG 1] SLAUYEG KUTTAPOMAQCHO, CTPOYYUAG MUpnva e
MLKPO TTUPNAVLO Kot PWAEWSEC MPOTUTO OLVATITUENG

NépLE twv pwAewv napovoia TpLYoELd WV
2€ OPLOMEVOUC OYKOUG ATPOKTONUOPPOC KUTTOPLKOC MANOUVOMOG

JuvnNOwc (aAAQ OYL TAVTA) TTEPLOYYELAKO TTPOTUTIO OLVANTUENC, OVTIKOOLGTWVTOC TOV OYVELOKO
QUAO

2KANPUVTLKOC UTTOTUTIOC: XOPOEC-60KidEC KUTTAPWYV O £viova KOAAOLYOVWOEC OTPWHA

MBaviR cupunAacpikoU Tunou petaBoAn: moAuntupnva KUTToPO LE TAELOHOPPLOMG, OUWE XWPLG
QUENUEVO OPLOMG HITWOEWY



Ovykol ek Meplayyetakwyv EmBnAtoetdbwyv Kuttapwv (PEComas)

» KakonOsc PEComa:
Mapovoia aVENHEVNC HLTWTIKAC SpaoTnELOTNTAC, VEKPWONC KOL TTUPNVLKOU
nAelopopPLlopou, dindntikn avamntuén

» PEComa pg avadiataén touv TFE3:
KuPeAOLKO potuno avantuéng, emOnAloeldn kuttapa, napovoia
HeAavivne




Ovykol ek Meplayyetakwyv EmBnAtoetdwv Kuttapwv (PEComas)

» Avoocodoaivotunog
. HMBA45, Melan-A, MITF+ (Lo ocuxvi otou¢ emOnALosldeic mapa touc atpaktopopdouc

OYKoU()
= SMA+++, desmin+, caldesmon+
= S-100-

» PEComa pe avadiatoaén tov TFE3:
TFE3+, (-) yia 6€IKTEC AELWV HULKWV VWV



Oykol ek Meplayyelakwv EmBnAtoedwv Kuttapwv (PEComas)

h

' _.. g . oy
L s '-‘
Vel et Ao
- f ad . ."‘ )

=R , Qi AL

B - _ T 4% Lt
A)DwAewbdec mpotumo avamntuéng B)emBnAtoedn kuttapa pe adBovo SLauvyEg

KUTTAPOTIAQCHO [)TIPOTUTIO ULKPWV GWAEWY, KUTTOPO LLE ULKPOU LEYEOOUC OTPOYYUAD
nupnva Kat SLouyEG kuttapomAaopa A)aBpoloelc VEOTTAACATLKWY KUTTAPWV

E)atpaktopopdn popdoloyia WHO, Soft tissue and bone tumors 2020




Ovykol ek Meprayyetakwyv EmBnAtostdwv Kuttapwv (PEComas)

< g Ll

2kAnpuvtiko PEComa

WHO, Soft tissue and bone tumors 2020



Oykol ek Meplayyetakwyv EmBnAtoetdwyv Kuttapwv (PEComas)

KakonBec PEComa: A)emiBnAloeldn kuttapa pe Soktdwdeg
TIPOTUTIO AVATTTUENC, SLAVYEC KUTTAPOTIAQCA, TIUPNVLKN aTuTtia
Kol LITwTIKA dpaotnplotnta B)kuttapa pe KOKKLWOEC NWOLVOdLAO
KUTTOPOTIAOQLO O, EVTOVN TIUPNVLKH OTUTILAL KOl TTOAUALPLOLLEC
ULITWOELG

WHO, Soft tissue and bone tumors 2020



Ovykol ek Meprayyetakwyv EmBnAtostdwv Kuttapwv (PEComas)
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PEComa pe avadiataén touv TFE3: pwAewdeC KoL CUUTTAYEC
TIPOTUTIO OVATTTUENC, ETONALOELON KUTTOPA UE LETPLA TTOOOTNTA
KOKKLWOOUC KUTTAPOTIAACLATOC

WHO, Soft tissue and bone tumors 2020



Oykol ek Meplayyetakwv EmBnAtoetdwv Kuttapwv (PEComas)
- Atapopikn Atayvwon

If an Epithelioid Component Predominates

Metastatic carcinoma

Metastatic melanoma

Epithelicid {(deciduoid) malignant mesothelioma
Large cell lymphoma and plasma cell neoplasms
Rhabdomyosarcoma

Alveolar soft part sarcoma

Epithelioid leiomyosarcoma

Epithelicid sarcoma (especially proximal type)
Epithelioid myoepithelioma

Epithelicid angiosarcoma

Malignant rhabdoid tumor

Epithelioid gastrointestinal stromal tumor

If a Spindle Cell Component Predominates

Leiomyoma, leiomyosarcoma
Gastrointestinal stromal tumor

if a Clear Cell Component Predominates

Clear cell carcinoma

Clear cell sarcoma Hornick, Practical Soft Tissue

Pathology, 2019



Oykol ek Meplayyetakwyv EmBnAtoetdwv Kuttapwv (PEComas)

»Mpoyvwon yta Kkon0eLg 0ykouc:
MeyeBoc >5ek cuoxeTL(ETOL LE UTIOTPOTIN

-Metaotaoeslg o Nrap, AepdpadEVEC, VeV IOV, 00T



2apkwpa ek Twv Kuttdpwv tou Eow Xitwva twv MeyaAwv
Aptnplwv (ZKEX)

(intimal sarcoma)

2APKWLOL TO OTTOLO AVATNTUOOETAL OTLE MEYAAEC APTNPLEC TNC
OUOTNMATIKAC KOl TNG IIVEVMOVIKAC KUKAodopiag Kabwc Ko otnv
KopdLd, HE TNV WBLattePOTNTA TNG EVOOAUALKAC OVATTTUENC, TNG
anodpa&nc tou auvAol Tou MPOooPAaAAGLEVOU aYYELOU KOl TNG
xopnynone¢ eLBoAwv ota nepldpepka opyava



YapKkwpa €k Twv Kuttapwyv tou Eow Xtwva tTwv
MeyaAwv Aptnplwv
» EVTOTLON: MVEUMOVLKEG aptnpieg, SOUEG TG KapdLag (aplotepn kapdia, TIVEUOVLKN
BaABida, onpeio ouvdeonc tng 6€ELAC KOWALOC LE TNV TIVEULIOVLKN apTnpia), ooptn
(kupilwc kotAtakn). ABnon Twv MVEVUOVWV N PETAoTOON 0€ TT0o0oTO 40%, 20%
Staomopa og KNZ, 6€ppua, Aepdadevec

» KAwikn ewkovo/Makpookorikr) Epdavion: KAk epdavion oxXeTl{OUeVN UE Ta
guBoAa, ouyxva dLayvwon HeTA Bavatov

Oykol opotalovtec Bpoupouc, nBaveg B€oelc ooteomnoinong

» EmubnioAoyika Sedopeva: eEQLPETIKA OTIAVIOC OYKOC, OLVATITUEN OTA TIVEU LOVLIKAL
ayyeila pe SutAdola cuxvoTNTa O OXEON LLE TNV QLOPTA

» MNaBoyeveon: evioyvon twv PDGFRA, KIT, EGFR, MDM?2



YAapKkwpa K Twv Kuttapwv tou Eow Xtwva tTwv
MeyaAwv AptnpLwv

» 0yko¢ younAng dtadopomnoinong

» MEtpla £w¢ Evtova atuna atpoaktopopda Kottopa HE APOOVEC HITWOELS, VEKPWON Kot
TUPNVLKO MAELOpNOPPLONO

» MBavn mapovoio LUEOELBWV TEPLOXWV EMONALOELOWV KUTTAPWV, ETEPOAOYNG
Xovépwng N ootévng dtapopomnoinong, R otoxeiwv paBdopuvocapKwOTOC-
OlYYELOCOPKWHOTOC

» SMA+
» desmint
» MDM2+ ot0 70% TWV MEPNTWOEWV (EVPNUA LE SLayvwoTikA XpRon)

» AA AEIOMYOZAPKQOMA TQN AITEIQN: EOPMHZH AITO MAEBEZ, MDM2-




Yapkwpa €k Twv Kuttapwv tou Eow Xitwva tTwv
MeyaAwv AptnpLwv

A)MTOAN tveLpova
aoBevouc Ue
anodpaén tou
aUAOU TNC
TIVEU LOVLKNC
aptTnpLog amo
VEOTTAQLGLOLTLKO LOTO
B)EvbaptnpeKkToun
TIVEU LOVLKNG

aptnpLog

WHO, Soft tissue and bone tumors 2020



YAapkwpa ek Twv Kuttapwv tou Eow Xitwva twv MeyaAwv Aptnplwv
M) o R s - S e Xk VT

Sl AL

A)ETEKTAON TOU OYKOU EVTOC EVOOTIVEUOVIKWVY KAASWV TNG TIVEUUOVIKAC apTnpLoG
B)uuéoelbéc otpwpa, ATl KUTTOPORpiBeLa Nekova opoLa e AELOLUOCAPKW AL

A)ayyelako¢ aUAOC TEPIKUKAWMEVOC ATTO VEOTIALCLOTIKAL KUTTA PO
WHO, Soft tissue and bone tumors 2020



2apkwpa ek Twv Kuttapwv tou Eow Xitwvo Twv
MeyaAwv AptnpLlwv

WHO, Soft tissue and bone tumors 2020



YAapKkwpa K Twv Kuttapwv tou Eow Xtwva tTwv
MeyaAwv AptnpLwv

»5etng emBiwon:
-5-9 uRvec (aoptikn vionion)

-13-18 pRvec (evtomion otol MVEVHOVLKA ayyeia)



Adladopormointo 2apkwpua (AZ)
(undifferentiated sarcoma)

ZAPKWHA YA TO OoTtoio &€ SLamioTwveTal (HE TLC UTTAPXOUOEC
Slayvwotikeg peBodouc) avayvwpiolpn ocelpa dtagdoponoinong.

-AntoteAei AIATNQZH EK ANOKAEIZMOY, napa tavta XL mPoKUPEL
OMOSOTOLNGN EK TWV YEVETIKWV EUPNHUATWV

-AEN NMEPINAMBANONTAI ANOAIAQOPONMOIHMENEZ NEPINTQZEIZ
AANQN ZAPKQMATQN



AdLadopormoilnto ZapKkwua

» Evtonuon: omowadnnote

» KAwvikn sikovo/Makpookoritky Epgavion: dev unapyouv eldka
KALVLIKQ/ LOLKPOOKOTILKAL EL AT

» Emubnuioloyika dedopéva: 20% OAwWV TwWV COPKWUATWY, EUPAVIIOUEVA OE OAEC TLC
nAwkiec (otpoyyulokuttapikr popdoloyia ocuxvotepa o€ VEOUC aoBeVeic KoL
TaELlVONON O€ OXEON LE TNV KUPLA YOVIOLAKI) TOUC VWAL,
nAslopopdn popdoloyia: peyalltepec NALKLEC)

» MNaBoyeveon: ocuvOeTOL KapuOTUTIOL



AdLadopormnointo Zapkwuo

» MNAswopopdou tunou (cuxvotepn Katnyopia): yiyaviia mAsiopopda KotTTOpa Xweig
LOLATEPO TTPOTUTIO AVATITUENG

ZHMANTIKOZ O EAENXOz ME MYOTENEIZ AEIKTEZ (SMA, desmin, caldesmon) A

THN NMNIGANOTHTA NAEIOMOP®OY AEIOMYOZAPKQMATOZ

» Atpaktopopdou tumou: atpaktopopdn popdoloyia, apdidido/nwaowvodpiro
kuttaponAaopa (AA anodiadopononpUévo ALTOCAPKWLOL)

> ZTPOYYUAOKUTTAPLKOU TUTTOU

» EmOnAosidou¢ tumou: AA Kapkivwpo/peAavwpa, anovoia pwAswdouc npotunou
avantuéng, mbavn anwAsia SMARC (INI1/BRG1)




AdLadopormointo Zapkwa

A)AbdLadopormointo MAeOpopdo aApKwHO AtoTEAOUUEVO aTto TIAELOopdA KoL aTpaKkTOpopda
kKuttapa pe ddBoveg prtwoelg B)Adladopomnointo Atpaktokuttaplko Zdapkwua NASdtadopormnointo

MwKpooTpoyyUAOKUTTAPLKO Zapkwua A)AdStadopormointo EMONAL0EOEC ZapKw L
WHO, Soft tissue and bone tumors 2020



AdLadopormnointo Zapkwuo

» Ztadlonoinon:
8" €kboon UICC TNM (2017)/ cvotnua AJCC

»BaOponoinon:
2uvnOwc vPnAoBabpuou totoAoyikov Babuou

» OL MEPUTTWOELC HE eTONALOELON popdoloyia £xouv o eMOETIKA KALVIKNA
Nopeia

» MAswdpopdou tumouv AZ Tou KOPHOU Kal TwV AKPWV: 5eTAC emBiwon xwpeig
HETAOTAOELC 83%

» EnBiwon oe madiatpikouc acOeveic (aveéaptntwe popdoloyiac): 70-75%



Yuumnepaopatikd — Muéoeideic Oykol
Myxoid Tumors of Soft Tissue
Benign

Ganglion cyst

Intramuscular/cellular myxoma ZTOlXEia ZI’] uthle Vla tn
Juxtaarticular myxoma ” ’ .
Dermal nerve sheath myxoma Alad)ODLKn Alavvwon .

Superficial acral fibromyxoma (digital fibromyxoma)
Superficial angiomyxoma
Deep (“aggressive”) angiomyxoma

Myoepithelioma ,

Ossifying fibromyxoid tumor (usually) - KUTTapO B P l.eE La
Intermediate -I_IUpr]VLKr'] AtuTiia

Myxoinflammatory fibroblastic sarcoma - M () p(I)O)\OV (_a AVVE ’L(L)V
Malignant th(b HOTOG

Myoepithelial carcinoma

Ossifying fibromyxoid tumor (rarely)
Myxofibrosarcoma

Myxoid liposarcoma

Extraskeletal myxoid chondrosarcoma

Low-grade fibromyxoid sarcoma _ _ _
Hornick, Practical Soft Tissue Pathology, 2019



YUUTIEPAOUATIKA — MikpootpoyyuAokuTttaplkol Oykot

-2apkwpa Ewing

O AeOCHOTIAQLOTLKOG
MKPOGTPOYYUAOKUTTOPLKOG
Oyko¢ eivat H MONH amo
OLUTEC TLC OVTOTNTEC LLE
deopomAaoTIKO
unoctpwpa!!!!

-KupeAdikou tumov PaBdopvoocdpkwpua

-AeOUOTIAQOTIKOC MIKPOOTPOYYUAOKUTTOPLKOG
Oykoc¢

-Opada Adladopormointwyv ZTPoyYUAOKUTTAPLKWVY
ZOPKWHATWY WT1!!!

-Ntwyxnc Atadopormnoinong ZuvoPLako ZapKwua

-MeAavwpa




Yuunepaopatika — Oykot pe EmBnAtoedn-Padoeldn
MopdoAoyla

If an Epithelioid Appearance Predominates Mesenchymal Lesions That Frequently Display a Rhabdoid Phenotype
Carcinoma (Squamous cell Carcinoma) Malignant rhabdoid tumor (renal and e}(trarenal,
Melanoma Epithelioid sarcoma (conventional and proximal-type)

SMARCA4-deficient thoracic sarcoma
Epithelioid angiosarcoma
Perivascular epithelioid cell tumor/epithelioid angiomyolipoma

Malignant mesothelioma
Epithelioid hemangioendothelioma
Epithelioid angiosarcoma
Pseudomyogenic hemangioendothelioma
Epithelioid malignant peripheral nerve sheath tumor
Extrarenal malignant rhabdoid tumor Rhabdomyosarcoma
Myoepithelioma/myoepithelial carcinoma of soft tissue Myoepithelioma/myoepithelial carcinoma
Epithelioid malignant peripheral nerve sheath tumor
Desmoplastic small round cell tumor
Extraskeletal myxoid chondrosarcoma
Synovial sarcoma
Alveolar soft part sarcoma
Epithelioid hemangioendothelioma
Leiomyosarcoma (epithelioid variant)
Endometrial stromal sarcoma

Mesenchymal Lesions That Occasionally Display a Rhabdoid Phenotype

AMAPAITHTOZ O EAEMXO2 MNA INI1, BRG1 riscue Pathciogy, 2018



