NMnvi2
MuookeAetikn OykoAoyia:
Alayvwon-Oepaneia-Epevva



NeomAaopata Maloakwv Mopiwv ABERatnc
lotoyEveonc

Noklwtakn EAeuBepia
Entikoupn KaBnyntpla MNMaboloyikn¢ AVATOULKAC
A Epyaotnplo MaboAoyiknc Avatoptknc EKMA



NeormAdopata Malokwv Mopiwv ABeBatng lotoyeveonc

KANOHOEI2
» Mufwpa
» EmOetiko Ayyelopvéwua
» MAewopopdoc YaloetdomoloUpuevog AyyeLEKTATLKOC OyKoG
» Qwodatovplkdc MeoeyxuaTikog OyKo¢
» Neprayyetakdoc EmBnAoeidnig Oykoc (kaAdondnc), AyyelopuoAinwua

ENAIAMEZHZ KAKOHOEIAZ (TONMIKA EMIGETIKA)
» AlpooLdNPwWTIKOC IVoAmwpatwdng Oykoc
» EmiOnAocLldéc AyyelopuoAinwua

ENAIAMEZHZ KAKOHOEIAZ (ZNANIQX MEGIZTAMENA)
» Atumo lvoéavowpa
» Ayyelwpatosldéc lvwdecg lotiokUtwpa
» Ooteomnolovpevoc Ilvopuéoeidng Oykog
» Muwktog Oykoc (oupmeptAapfavopévou kat tou Kakorn®oug), MuoeruOnAiwpa




NeormAdopata Malokwv Mopiwv ABeBatng lotoyeveonc

KAKOHOEI2
» Owodatovplkdc MeosyxuHaTikog OyKo¢
» Zapkwpata pe Avadiatagelc tov NTRK (mpoowpivi) ovtotnta)
» ZuVoRLaKO ZAPKWHA
» EmOnAlocldécg Zapkwpa
» KupeMbiko Zapkwpa twv MaAakwv Mopiwv
» ALOWUYOKUTTAPLKO ZApKWHA TwV MaAakwv Mopiwv
» E€wokeAeTiko Muocldéc Xovdpoodpkwpa
» AgoOTIAQOTIKOGC MLKPOGTPOYYUAOKUTTAPLKOG OYKOC
» E€wokeAeTikoc PaBdoetdnic Oykog
» Neprayyetakoc EmOnAtoedng Oykog (kakonodnc)
» Zapkwpa €K Twv Kuttdpwv tou Eow Xitwva twv MeydAwv Aptnplwv
» AdLadopomnointo ZapKwuo
» OoteomnoloUpevog Ilvopuéoedng Oykoc (kakonong)
» MuoseniOnAwako Kapkivwpa




Evoopuiko Muéwpa (EM)

(intramuscular myxoma)

KaAon®n¢ oykog pe evéoluLKN evtomion, XapnAn
kuttapofpifeia kot adOovo puoeldEc-umoKUTTOPLKO
oTPWHOL



Evéopuiko Muéwpua
» Evtomnuion: peilova putka dtapepiopata Touv pnpou, tTng witkns {wvng, tou
yodou kal tou Ppayiova
» KAwikn elkova/Aneikoviotika evpnpoto/Makpookomnikn Epgavion:
avwduvn pala Bpadeiac avamtuéng, ud 5-10ek aAAd Ewc 20k, eplyparttn
aAla pe aocadn opLa, (eAativwdng cuotaon

T2 akoAouBiec: evtovo onpa, T1 akoAouBiec: xapnAo onua

20vépopo Mazabraud: oAAarmAol oykot o cuvduacpo pe vwdn duomAaocia,
ouvnBw¢ MOAVOOTLKN

» Emubnuoloyika dsdopeva: evihkeg peong nAwkiog (40-70 €tn), ©:A 1:0,3,
ouxvotepa ortopadikn epdavion



Evoopuiko Muéwpa

T2 akolouBia: evdopuikn) aAlolwon 20vdpopo Mazabraud: A)puvéwpoata
LLE EVTOVO O oTO KATW akpa B)Bgon wwwbdouc
duomAaoiog
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Evéopuiko Muéwpua

» NaBoysveon:
Evepyomolntikn onpetakn petaAAaén tov GNAS oto >90% TwvV NMEPUNTWOEWV (KoL 0To
ocUvépopo Mazabraud)

Evepyonoinon tov Fos (c-Fos)



Evéopuiko Muéwpa

» 'Evtova UTtOKUTTOPLKO VEOTTAQLOLOL

» AdOBovo puéocldéc otpwpa

> Atpaktopopda-aotepoeldn) KUTTAPA UE OLOLONOPPOUC WOELSELC TTUPHVEC Kal oXva
NWOWOPLAO KUTTAPOTIAQGLOL

> ANOYZIA ATYMAZ KAl MITQZEQN, AMOYZIA NEKPQZHZ

» Niya ayyeia oto péyedoc tpxoetdoul¢

» CD34+, onavia SMA+, desmin-, S-100-

» KUOTLKEC TTEPLOYEC

» + KUTTOpOoPpLBEic MEPLOXEC HE AUENHEVN ayyELoBpiBeLa Kot TILO KOAAQLYOVOTIOLNEVO
oTpwpa (kuttapoBpOsc puwpua, AA xapunAng kakonBelag puéoivooapkwpa)



Evoopuikd Muéwpa

Zehativwong padlo pe dtadppaypatio
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A) og pkpn peyéBuvon n aAloiwon eival mepiypartn aAAd dinBei tig mEPLE HULKEC veg B)mayideupéveg
HULKEG (vec otnv mepldépeta INkuttapa ta onola evBupilouv AutofAdaoctec A)kuttopoBplBeg

KOAAQYOVWOEC UTIOCTPWHA Kol KUTTapa XwpLic tAslopopdLlopd (kuttapoPfpldng umotumnog)
WHO, Soft tissue and bone tumors 2020



Evoopuiko MUEwpa
- Atadopikn Atdyvwon

» XapnAng kakonOsiog LLEOIVOOAPKWLOL: EVTOTILON OTO UTOS0PLO, MAPOUCia KAUTUAWTWY OlyYELWV
OTO UMTOCTPWHQ

» XopunAng kakonOeLag (vopUEOELOEC CAPKW ML
evaAlayeg puéoeldwv kat KoAAayovomonpévwy neploxwv, MUC4+, EMA+

» Muéoeldéc veupoivwpa: S-100+

» Mepwevpiwpo: EMA+



Evéopuiko Muéwpa

» MNpoyvwon:
laon pe TNV e€aipeon

KuttapoBpOec EM: miBavn TormLKr UmoTpornn



Evéopuiko Muéwpua

» Anapattnta Atayvwotika Kpuipua:

-Evéopuiki pala Kupiwg o ORAea péong nAKioG

-XapnAng kuttapofBpifeioc aAloiwon pe LUEOELBEC UMTOCTPWHLAL AITOTEAOUEVN QO
oTtpaktopopda KUTTOPO XWPLC atuTia

-ATtoucia TPOEXOVIWV AYYELWV

-Eotiak} povo 61tOnon tov nEPLE YPAUUWTOU HUOC

-Antouoia VEKpWONG, LITWOEWV N TTUPNVLKAG QTUTILOLG

-0 KutTTtOoPOoBPLONRC UTIATUTIOC XaopaKTneilletal and avénuevn kuttapoBpibera,
KoAAayovomoinon Tou UTTOOTPWHATOC Kot avénUévn ayyelofpifsia

» Emibuunta Atayvwotikd Kpueipla:
MetaAAdaéelc tov GNAS.



NoapapBpiko Muéwpa (MM)
(juxta-articular myxoma)

KaAonOng oyko¢ pe opoLa XapaKktneLoTika e to EM, pe
gvtornon nAnciov pei{ovwv apBpwoewv



MNopapBpikd Muéwpa

» Evtonuion: mAnoiov apBpwoswyv yovatou, aykwva, yodou, ToSOKVNULKH
apBpwon, onavia kpotadoyvadikn apBpwon

» KAwikn ewkovo/Makpookorikny Epdavion: emwduvn napapBpikn pala, puod 2-
6eK aANA €wg 13&K, (eEAaTvwdng oUOTOON, KUOTLKEC TIEPLOXEC

T2 akoAouBiec: evtovo onpa, T1 akoAouBiec: xapnAo onua

» Emubnoloyika 6edopeva: 5M-6n Sekaetia, omavia og odLa

» Attloloyia-MaBoyeveon: ayvwotec. Amovoia petaAaéewv GNAS



MNopapBpikd Muéwpa

» lotoAoyikn elkova tapopola pe to EM (ocupmneptAapBavopévwy Kat
TwV KuttopoBplOwv neploywv)

» JUXVA OPOUGCLO KUOTIKWV SLOOTNUATWY LE EMEVOUON LVIKAG

» Alpoppayia, xpovia pAeypovwdn otolxeia, evamoBeoelg
WikNn¢/atpoodnpivng (Aoyw tpoaupatiopou)



NopapBpikd MUEwua

A) KUOTLKN TtepLoxn Ke HLEOELOEC UALKO Kal av&énon tng
KuTtapoBpiBelac otnv mepdpEpeLla avtng B)uuéoeldec umootpwua,
KOTTOpA XWwpPLc WbLaitepn atumia
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NopapBpkd Muéwpua
- Atadopikn Atdyvwon

» XapnAng kakonOsioc LuEoivooapKwLaL: EVTOTILON OTO UTtod0pLo, mapoucia
KOUTTUAWTWYV OYYELWV OTO OTPWHA

» EVOOUULKO pUEwLa: CUGXETLON ME TNV EVTIOTILON TNG AAAoiwoNng

» KiUotn yayyAiou: mapatnpolUviol 6€ HLKPOTEPOU HEYEOOUC apOPWOELC,
atoteAovvto ano akuttaplkn BAEvvn



NopapBpiko Muéwpa

» MNpoyvwon:
MBavn Tomikni untoTpor) oto 1/3 TwV MEPUTTWOEWV



MNopapBpikd Muéwpua

» Anapattnta Atayvwotika Kpuipua:

-Evtonon ota padaka popla mépL peyaAwv apOpwoewv, cuvnBEotepa to yovato
(>85%)

-XapnAnc kuttapoBpiBerag aAloiwon pe HUEOELSEC UMOCTPW A, XWPLG Epdavn
KUTTOPLKN oTtuTmia

-Enéktaon otouc MEPLE LOTOUC

» EmBupunta Atayvwotika Kpttipo:
Amovotia petaAAdéewv tou GNAS.



Ev tw BaBeL (EmiBetiko) Ayyslopvéwpa (EA)
[deep (aggressive) angiomyxomal

KaAonOn¢ oykoc¢ pe dinOntki avamntuén, LuEoeldEc otpwpa
KOLL EVTIOTILON OTA £V TW PAOEL paAoka PLopLo TG TTUEAOU Kol
TOU TTEPLVEOU



Ev tw BaBeL (EmiBetiko) Ayyslopuéwpa

» Evtomnion: ev tw BaBeL paAokd popla tng mueAou Katl tou mepveou (atdolo,
KOATIOC O€ YUVOLKEC, 00XE0, BouBwvLKN TtEPLOXN O AVOPEC)

» KAwikn ewkovo/Makpookorikn Epdavion: avwduvn ouvrbwc pala Bpadelag
avarntuéng, ud >10ek, acadn opLa, KiItpwvodatn eAaotiki i (eAatvwdng
ocvuotoon

» Emudnoloyika dsdopeva: 4" -51 ekaetia, TOAU oUXVOTEPA OE YUVALIKEC
» NaBoysveon:

-KOLPUOTUTILKEC VW HOALEC TNG IepoxnC 12g13-g15
-avadilataéelc tou yovidiov HMGA?Z



Ev tw BaBel (EmiBetiko) Ayyslopuéwpa

» IXETIKA UTIOKUTTAPLKO VEOTTAaouQL

» AdOovo puocldeg otpwpa

» Metpiov i} peyadov pey£Bouc ayyeia
-YaAOELOOTIOLNUEVO TOLXWHA
-Neprlayyelakn ivwon
-Muoeldeic SeoUIOEC: SECUIOEC NWOWOPIAWV AELWV MUKWV KUTTAPWV

» Atpaktopopda KUTTOPO e SLIMUPNVEG KUTTOPOTIAQLCHATIKEG armodpuadec,
OMOLOHOPPOUG WOELOELG-OTPOYYUAOUC MUPAVEG XWPLE atuTtia, oxva nwovodilo
KUTTapPOMAaoHO

> CD34+%, ER, PR+

» Muocsideic dsopidbec SMA+, desmin+

» MBavn Betikdtnta yia CDK4 aAlda oxt MDM2
» HMGA2: svaioBntog aAAd o)Xt eL6LKAC deikTNnG



Ev tw BaBel (EmBetiko) Ayyelopuéwpa

A)adOovo puéosldec otpwpa e KA SLaKpLTA ayyeLa Kal atpokTtopopda
KUTTOpA XWpLic atuttia B,MNuéoou peyeEBouc-peyala ayyeia kat mEPLE auTwy
Huoeldeic deouidec

WHO, Soft tissue and bone tumors 2020



Ev tw BaBeL (EmiBetiko) Ayyelopuéwpa

4 ~ vi g
. ’ ) i
- _o' - ﬂ
o Py - ! P
!’ { v ' = R
. '
' ’ Y
’ -4 - d ¢
s \
L]
- t ¥ ’
- A S :
S » &
. < B -
» ) — gy S 5 .; 7
- -~ . i —vae L} ™
. .
o g™y - “‘
e ‘\_ _.
¢ . . ’ ’
,‘ .
¢ »
y . [l \a':
s - ' / ‘e, 2

Atpaktopopda ayyeia pe WOELSELC TTUPAVEC XWPLS aTuTtiol Kol LUoELdeic SeouLdEC
MEPLE TWV ayyeiwv
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Ev tw BaBeL (EmBetiko) Ayyelopvéwpa
- Atadopikn Atdyvwon

KuttapoBplOsc ayysloivwpa: anwAewla Oetikotntog yia Rbl
EnutoAng ayyelopuéwpo: evrorniletal oto dEpua Kat To utodopLo
Mu€o£L611¢ UMTOTUTIOG TOU TIPOEXOVTOC SEPUATOIVOCAPKWOTOG:
dewypatoAnyia yia meploxec He Turitk popdoAoyia mpoExoviog

SEPHATOIVOOAPKWHOTOC

PaBdopvocdpkwpo euBpultkol TUTOU: CUMTTUKVWON TTUPHVWV KATW OO TO
ermiOnAo (cambium layer), myogenin+



Ev tw BaBel (EmiBetiko) Ayyslopuéwpa

» MNpoyvwon:
Yrtotpomnn 9-50% Twv MEPUTTWOEWV AOYW SUCKEPELWV EKTLUNONG TWV OplwV
SleyxelpNTLKA

-Xprion GnRH avaAoywv peTA TNV EMEUBACN OTLC UTIOTPOTIEC



Ev tw BaBel (EmiBetiko) Ayyslopuéwpa

» Anapattnta Atayvwotika Kpuipua:
-AA\oiwon pe acadn opla
-ZXETIKA XapnAnc kuttapoBpiberag aldoiwon pe adpOovo puoeldc unooTpWHA
-Atpaktopopda KUTTOPO XWPLC atuTtiol LE NWOWVOPLAEG KUTTAPOTIAQCLOLTLKEG
anodpuadec
-Mé£oou €wg peyaAou HeEYEOOUG ayyEeLa, EVOEXOUEVWG LE UAAOELOOTIOLNUEVO TOLXWHOL
-MuoecLdeic deopidec mAnoiov Twv ayyeiwv
-Desmin+

» Emibuunta Atayvwotikd Kpueipla:
HMGA2+



Aturto lvoéavBwpa (Al),
(atypical fibroxanthoma)

ABEBaing LotoyEveonc, cuvnOwc kaAonBouc ocuumnepidopac, OYKOC
gevtonl{OpevoC oto NALoekTeDELNEVO Séppa

AVAKeL 0TO Ao TOU TAELONOPPOU GOPKWHATOC TOU SEPHATOC



Aturo lvoéavBwpa

» Evtonion: kedpaAn-tpaxnAog, omavio oTo AKpa

» KAwikn ewkova/Makpookorikn epdavion: povinpng neplyparmtoc 0log Taxelog
avamTuéng, <2eK, OUXVA EEAKWIEVOC HE KADEKOKKLVN XPOoLAL

» Emubnuoloyika 6edopeva: nAKlwpEvol, A>0

» Atiohoyio-MaBoyeveio: MetaAlagelg tov TP53 Aoyw £kBeonc o€ untepLwdn
oKTvoBoAiog



Aturo lvo&avOwpa

E€wdutikn e€eAkwWHEVN aAAoilwon
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Aturo lvoéavBwpa

» Auvénpévn kuttapofpifsia
» Npotumno avantuéne: abpoloclc/SeopuideC
» Kuttaplkog nAnOuopoc:
-€vtova NAELOpop PO TTOAVYWVLKA/LOTLOKUTTAPOELS KUTTOPA
-atpoaKtopopda KUTTOPA LEYAAOU HEYEOOUG
-emOnALloeLdn kutTTapa peyaAou peyEdoug
-apouoia ylyaviiwyv noAvunupnvwy KUTTAPWV
-Yriepxpwpotikoi mupnveg e €vrovn aturnia, MOAYAPIOMEZ MITQZEIZ!!

» AnOnon kat e€€EAkwon tng emdepuidag Eni napovoiag 21 €€
OUTWV N dtdyvwon
A AEN NAPATHPEITAI ENEKTAZH £TO YNOAOPIO elvai
NEKPQSH, ATTEIAKA/AEM®ATTEIAKA EMBOAA, NAEIOMOP®O
NEPINEYPIKES AIHOHZEIZ s APKOMA TOY
AEPMATO3:.

» MBavn napovcia GAeypHovwSWV KUTTAPWYV, aLpoppayiac, Oc £k To0TOU N SLEYVWON

ayyeloBpLlOwv mepLoxwv TOU &TUTIOU WOSAVOHATOC
6&ev npémnel noté va tibeton

» CD10+, p53+, SMA#/-, S-100-, SOX10-, EMA-, CD34-, ERG-, desmin-, CKs- O THNHOTKH eKtop



Aturo lvo&avOwpa
lotoAoyikoi Yriotumnot

ATPOKTOKUTTOPLKO, un TtAelopopdo Al: Movopopdog atpaktopopdoc mAnOUoUOC

Atavyokuttapiko Al: Kuttapa pe adppwdeg/diavyéc kuttapondacpa (AA peEAAVWHA, KAPKIVWHA,
OlYYELOGAPKWHOL)

Keyxpwopévo (atpootdnpwtiko) Al: Eotieg atpoppayiac, Pevdoayyeilakol xwpot, ylyavrtokutropa
00TEOKANOTLKOU TUTIOU, evamnoBéoelc atpoodnpivng (AA peAavwpa)

Al mAoUOLO0 GE YLYyoVTOKUTTOPO 00TEOKAQGTIKOU TUTIOU: AA YLYOVTOKUTTOPLKOG OYKOG TWV HOAOLKWV
HOPLWV, AELOHUOCAPKWUO HE YIYyAVTLO KUTTOPO

Al 6iknv xnAosbouc: Hmdtepn Kuttapofpifeia Adyw napouciag maxelwv SEoUidbwv
UAAOELSOTOLNUEVOU KOAAOQLYOVOU

Al KokKloKuTTapLlkoU tumnou: Kiuttapa pe addpOovo kuttaponAaopa e KOKKlwodn epdavion (AA
KOKKLOKUTTOPLKOC OYKOG)



AtuTto IlvoéavBwpna

A)olwdnc kaAd mepiyparmtn aAAoiwon He KOAAAPETTA Kol ouvodO uTiepTAaoia TNG
emdeppuidac B)atuma atpaktopopda, cTpoyyuAd, TTOAUYWVLKA Kol TIAELOOpd QL
KUTTOPA KoL TTOAUQPLOEC LTWOELC
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Aturto lvoéavBwpa

Atpaktopopda atuna kuttopa o Seouideg, e Fyaviia KUTToP O 00TEOKAQOTLKOU
napoucia adOovwv UITWOEWV TUTIOU UE ULKpOU peyEBoUC
TIOAUAPLOOUC TTUPVEC

WHO, Soft tissue and bone tumors 2020



Aturto lvoéavBwpa

IR

"o gy
-

Al 8iknv xnAogldouc: Maxelec SeopldEC Al KOKKLOKUTTOPLKOU TUTIOU: KUTTOPA UE
vaAosldomolnuevou KoAAayovou AdOOVO KOKKLWOEC KUTTAPOTIAQCLLOL KOLL
EUUEYVEDN TUpHVA
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Aturio lvoéavBwpa- Aladopikr Atdyvwon

» Melhavwpa: SOX10+, S-100+
» Kapkivwpo: Kepativn+
» EmuumoAn¢ Aswopvocapkwpa: (+) SMA, desmin, caldesmon

» MNpoéyov deppatoivooapkwpo: Tio opotopopdoc nAnbucpog, npdtumno Stidnong tou
Ainoucg diknv kepuBpag, CD34+



Aturo lvo&avOwpa

» MNpoyvwon:
Al: EAdxlotn miBovotnta UTTOTPOTINAG OE EKTOMNA LE ETAPKA OPLA, OTIOVLIOTOTEC
LETOAOTAOELC

MAewdpopdo capkwua S€ppatoc: Napouvoia HETACTATIKOU SUVAULKOU



Aturo lvo&avOwpa

» Anapattnta Atayvwotika Kpuipua:
-NAeopopdn (aAAa moikiAn) ocuvROwc popdoloyia
-Neplopiletal oto X0pLo TOL HEPUATOC
-CKs-, $100-, SOX10-



Ayyelwpatoeldec lvwodec lotiokutwpa (All)
(angiomatoid fibrous histiocytomal]

EvoiLapeonc kakonOelog (omavia LeOLOTANEVOC) OYKOG LE EVTIOTILON TO
UTtod0pLo, AMOTEAOUMEVOC aTtl emBnALosLldn, woedn
otpaktopopda KUTTApA KUE O{WOEC | CUYKUTLOKO TTPOTUTIO OLVATITUENG
opoppayka Pevdoayyetaka dtaotipoto Ko
AePPONMAACUATOKUTTOPLKEC TEPLDEPLKES HLNONOELG



Ayyewwpoatoeldec Ivwdeg loTlokuTwua

» Evtomnion: akpa, Koppog, kebaAn-tpaxnAog, o€ mepLloxEC evtomniong Aspdadévwy,
woBnkn, kOAToc, mvevpovac, KN2, ootd, pecobwpaklo, ontobormepLtovalo

» KAwikn ewkovo/Makpookorikny Epdavion: avwduvn neptypartn palo Bpadeiog
avarntuéncg, neptBailopevn ano Ppevdokaa, ud 0,7-12¢ek, peon Ud 2¢k, Ue
TIOAUVOLWOELC QLLLOPPOYLKEC TIEPLOXEC

» 2TIAVLIOL OUOTNUOTLKA OUUITTWHATO (TIUPETLO, avalLpia, Kakouyia, amwAsla Bapouc)

» EmudnpoAoyika dedopévas 0,3% OAwWV TwV OYKWV HOAXKWY popiwyv, cuviBwg
aoBeveic otnv 1" -2" dekaetia, (eUpoc yevvnon- 9" dekaetia)

» MNoaBoyéveon: >90% SlapetdOson EWSR1-CREBI [t(2;22)(g33,;q12)]
2TLC AoLTEG epuntwoel EWSRI-ATF1 (1blaitepa o€ EPUTTWOELG UE
oTtAayXVLKN evtoron), FUS-ATF1



Ayyewwpoatoeldec Ivwdec lotlokuTwH

» 0Tot emOnAoeldwv-aTtpaKTOopP WV KUTTAPWVY OE CUYKUTLA, LE AT ATUTIOUC
duocaAdwdeLc MUPAVES Kot NWOLVOPLAO KUTTOPOTIAQCHLA

» WeubooyyELWHATWHOELC XWPOL TIEPLEXOVTEC alpa (oTa 2/3 TwV MEPUNTWOEWV)
» Nepidepikn wwdneg Pevdokapa pe evanoBeoelg atpoodbnpivng

» NepwkaPikec AsppOMAACHATOKUTTOPLKES SINONOELC LE Mapouoia SEUTEPOYEVWV
Aepdolibiwv (AA petaotaon os Aepdpadéva)

» 'Hmua prtwtikil dpaoctnplotnta, mbav mopouoio ATUTIWV ITWOEWV
» Mbavn mapouacia MAELOpOPD WV KUTTAPWYV N LUEOELSOUC OTPWHATOC

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



Ayyelwpatoeldec Ivwdec loTlokUTw A

KaAa repiyparttn noAvolwdng aAAoiwon
e PevdokuoTIKA SlaoTrpata Kot AepUdLKO
LOTO TtEPLDEPLKA
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Ayyelwpatosldec lvwdec lotlokUTwHA

A)NeomAaopatikog olog pe Aepdikn 61nbnon otnv nepldpEpela
B)aAlolwon pe evtomnion to ontoBomnepttovato. AdBovo puéoeldeg
otpwpa, Aspdikni SinBnon otnv nepldpEpela

WHO, Soft tissue and bone tumors 2020



Ayyelwpatoeldec lvwodec lotlokUTwp
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A)KUttapa pe mAeopopdn epdavion, HETPLA TTOCOTNTA KUTTOPOTIAACHATOC,
duoaAldbwdn mupnrva pe PevdocykAelota kot Staomapto AepdokUTTaPO KoL
nAaopatokutTopa B)omavieg pitwoels IMNxpwon yo desmin
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Ayyelwpatoeldec Ivwdec loTlokuTwHa
- Atadopikn Atdyvwon

» AVEUPUOHATOELOECG LVWOECG LOTLOKUTWHLOL: KUTTAPLKN
nowkltAopopdia, emitnoAlc aAloiwon HE EMOEPULOLKN
unepmAaocia

» Nepdadeviki peraotaon

» Aturno wofavOwpa: anouvcia Pevdoayyelakwv xwpwv A
£€VTOVNG TTUPNVLKAG OLTUTTLOLG



Ayyewwpoatoeldec Ivwdeg loTlokuTwua

» MNpoyvwon:
-Tortkr) urtotport) 15% Twv MEPUTTWOEWV (OUXVOTEPEC ETIL ATEAWV OPLWV EKTOMAG, EV TW
BaBeL evtomonc)

-Metaotaoelg <2-5% Twv MepUMTWoewV (emiywplot Aepudpadevec)



Ayyewwpoatoeldec Ivwdeg loTlokuTwua

» Anapattnta Atayvwotika Kpuipua:
-MwkpoU pey€Bouc avwduvo olidlo oto utodopLo
-0OCotL eMONALOELO WV-WOELOWV KUTTAPWV SLATETAYHEVWV OE CUYKUTLAL
-Wevdoayyeiwpatwdn dtaoctipota
-NepdonAacpoatokuttaplkl dStnOnon otnv nepidpépela,, LE mapouvcia SEVTEPOYEVWV
Aepdolbiwv
-NowiAn BetikdtTnTa Yoo Desmin, CD99, EMA

» EmiBuunta Atayvwotikad Kpueipa:
Avadlataéelc tov EWSR1



Ooteomnolovpevoc lvopuéoeldne Oykog (OIO)
(ossifying fibromyxoid tumour)

Oykog aB£Baine LotoyEveonc, amoTtEAOUMEVOC oTtO XOPOEC Kal SOKIOEC
WOELOWV KUTTAPWV £VTOC LVOUUEOELOOUC oTpWHOTOC, TLEPLBAAAOEVEC
oo kEAudoc¢ netaAtwdouc ootou, duvnTika vrtotpomalwyv Ko
peBiotapevoc (olaitepa oL MEPUTTWOELG e KaKonOn popdoAoyika
otolxeiay)



Ooteomnolovpevoc lvopuéoeldnc Oykoc

» Evtormion: YnodopLo, ypappwTtoi HUEC AKPWVY, UNPOC, KEPAAN-TPAXNAOC, KOPUOC

» KAwikn ewkovo/Makpookorikny Epdavion: avwduvn nepiypartn palo Bpadeiog
avamntuénc, nteptBaAlopevn ano PeuvdokaPa kal cuxva oo nULTeAEC KEAUGOG
ootoU, ud 0,5-21¢k, peon ud 4ek

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

2aviotepa ouvinéelg twv BCOR, BCORL1, CREBBP, KDM2A (\biaitepa oe
KOKONBELC TIEPUTTWOELG)



Ooteomnolovpevoc lvopuéoeldbng Oykoc

» NofBLo opolopopdwv, oTPoyYUAWV/aTtpoKTOpopd WV KUTTAPWV UE
otpoyyulouc/wostdeic mrupnveg XQPIZ ATYMIA Kot KK TOoOTNTA KUTTOPOTIAQCHOTOG,
-MPOTUNO avantuénc: xopdec, pwAesc, aBpoioelg
-XapnAn €éwg uPnAn kuttapofpiBeia

» lvwoec-puoeld£c otpwpa

» Naywa wvwdnc kapo/PpevdokaPa n omoila propet va xopnyet dtadpaypota vioc tou
OyKoU

» MANpec N ateAég kEALUPOC avwpLpou N METOHALWOOUC 00TOU, EVOEXOUEVWG KOl EVTOC TWV
wwodwv dtadppaypdatwv



Ooteomnolovpevoc lvopuéoeldnc Oykoc

» Avooodalvotumnoc

. S-100+ ota 2/3 TWV MEPUTTWOEWV

= desmin oto 50%

. rBavn ékppaon MUC4, EMA, CKs, SMA

. rBavn anwAewa ékppaong INI1 (SMARCB1) pe npotuno «pwaoaikoU» (30-60% twv
KUTTAPWV) 6T0 75% TWV MEPLTTWOEWV

» Kakonfng OIO
-Evtovn mupnvikn aturia f évtovn Kuttopofpeifsia
Kol

->2 prtwoel/10 mm?2

» Atunog OlO: nmepMTWOoELS XwPEL TUTILKA popdoAoyia pn mMANPOUGCEC Ta MAPATIAVW
KpLtRpLo




Ooteonolovpevoc lvopuéoedbnc Oykoc

A)KaAa tepiypartn aAloiwon oto utodopLo B)aouvexeg kEAUDOC
LETATIAQOTIKOU 00TOU

WHO, Soft tissue and bone tumors 2020
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A)NoAvolwdeg mpodturmo B)Aopudopa veomAaopatikad olidla oto Airog MNAokbwdeg mpoTuTo e KuoTikomoinon A)AoBLa
opoLlopopPwV, oTPOYYUAWV/ATPAKTOMOPPWVY KUTTAPWY LE OTPOYYUAOUG/WOELSELC TTUPNVEG XWPLE atuTia, KPR TToooTnTA
KUTTapOTt}\('XO'l.l(XTOC, o€ xopﬁéq KL ¢w}\8éq WHO, Soft tissue and bone tumors 2020



Ooteonolovpevoc lvopuéoedbnc Oykoc

A,B) AoBLa opolopopdwv, oTpoyyuAwv/atpaktopopdwv
KUTTOPWV LE OTPOYYUAOUC/woELOElC TUPHVEC XWPLC atuTtia,
KPR TTOCOTNTA KUTTAPOTIAACHATOC, O XOPOEC Kol PWAEEC

WHO, Soft tissue and bone tumors 2020



Ooteomnolovpevoc lvopuéoedbng Oykoc

WHO, Soft tissue and bone tumors 2020



Ooteomnolovpevoc lvopuéoeldnc Oykoc
- Atadopikn Alayvwon

» '0OYKOG EK LUOETILONALOKWV KUTTAPWV: LEYaAUTEPN
KUTTOPLKN eTEpOYEVELa, EWSR1 avadiataelg

» EEWOKEAETIKO HUEOELOEC XOVOPOOAPKW AL
HEyaAUTEPN MoooTNTA HUEOELOOUC OTPWHATOC,

’
NR4A3 cuvtnén
$-100 Keratins Epithelial Desmin
Protein Membrane
Antigen

Ossifying fibromyxoid ++ rare rare +
tumor
Soft tissue R ++s EEs -

myoepithelioma

Extraskeletal myxoid
chondrosarcoma

I+
|

rare =

Hornick, Practical Soft Tissue Pathology, 2019



Ooteomnolovpevoc Ivopuéoeldnc Oykoc

» 2tadlonoinon (yia kakonndn O10):
UICC TNM (2020)

» MNpoyvwon:
-MOBavn untotpornn/petactacn 10-20 £Tn ono TNV EKTOMN
MBavotnta UTtOTPOTMNG
"  0-12% o€ khaowko OIO
" 0-13% o€ atumno OIO
= 0-60% oe kakonBn OIO

MBavotnta petaotacnc

= 0-4% oe kAaowo OIO

=  0-6% oe aturmo OIO

=  20-60% o€ kakonOn OI0

-Metaotdoelg og velpova, PaAoKA popla



Ooteomnolovpevoc Ivopuéoeldnc Oykoc

» Anapattnta Atayvwotika Kpuipua:

-\oBLa pe cuxvi ooteomoinon tn¢ kayag tng aAAoiwaong

-NeomAaopatika KUTTAapO XWELE atuntia e opotopopdouc oTpoyyUAoUG-WOELBELC
TIUPNVEC

-2uxvn Ostikotnta yia S100 ka/f desmin.

» EmBuunta Atayvwotika Kprtipo:
Avoadlatatelc touv PFH1



MuoemniBnAwakot Oykot MaAakwv Mopiwv

Oykot afeBaing ocuunepipopac pe mopopola Lop¢oAoyika,
OLVOGOIOTOXNILKA KOl YEVETLKA XOPOAKTNPLOTLKA HLE TOUG AVAAOYOUC
TOUG OTOUC OLEAOYOVOUC adEVEC KaL TO dEpaL

-MuogmiOnAiwpa
-MKTOG OYKOC
-Kakondn¢ pKtoc oykog
-MuosgrmiOnALoko KopKivwpa



MuoemniBnAtakot Oykot MaAakwv Mopiwv

» Evtomion: 75% akpa (ouxvotepa ta KATW), KOPHUOC, KebaAR-tpdxnAog, 0oTq,
oTtAdyxva

» KAwikn ewkovo/Makpookorikny Epdavion: avwduvn palo ouxvotepa oto urtodopLo,
noapa ota €V Tw Pabel poAakda popta, ud 1-20ek, peon b 4-6¢ek
KaAonBelg oykoL: mepilypartn rnapudn
MuoemiBnAlako kapkivwpa: 5tnbntikn mapudn

» Emubnuoloyika dedopeva: peon nAwkio epdavionc 40 €1n
20% TwvV HUOoETIONALOKWY OYKWV (KUplw KapKivwpoata) epdavidovtol o€ matdla

» MNaBoyeveon: ouxvec ol avadlataéelc touv EWSR, Alyotepo ouxveg tou FUS
Y€ ULKTOUC OyKou¢ pe adevikn dltadoporoinon avadiatdaéelc touv PLAGI



MuoemniBnAtakot Oykot MaAakwv Moplwv

MeyaAn popdoloyikn nokihopopdio Kot GUVOUACHAE MPOTUTIWV AVANTUENG KoL KUTTAPLKWYV
nAnbuopuwv

Mpotumno avantuéng: 6oKLOWOEeC, SIKTUWTO, PWAEWIEC, CUMIAYEC

Kuttapiko¢ mAnBuopoc: atpaktopopdoc, emdOnAidopopdoc, He mOavr KUTTAPOTTAQCHATIKA
KEVOTOTILWGN, SLAUVYEC ] NWOLWOPLAO KUTTAPOMAQCHA, CUYKUTLOKA ENdAvion
-MAacpoatokutTapoeLldn KUTTAPA: UTTOCTPOYYUAQ KUTTapO opoLtalovta 1e
TMAOLGLATOKUTTOPO LE KUTTOPOTIAQOUOTIKA EYKAELOTA

stpwpa: Muéoeldgg, vakosLldomnonpévo

ZUXVEG €0TiEG XOVOpPLVYNG R 00TELVNG SLtaadopomoinong

IMAVLEC £0TLEC TTAAKWOOUC | AUTOKUTTOPLKNAG LETATTAQONG



MuoemniBnAtakot Oykot MaAokwv Mopiwv

» MILKTOC OYKOG UE Tapouoia adeVIKAC ouvioTwoag: 10% Twv puoemiOnAtakwy
VEOTIAQLGHLATWV

» MuoermOnAlakd KapKivwpoL:
-Evtovn mupnvikn atunia pe eudlakplta mupnvia
+ AuEnMEvn HITWTIKA dpaotneLotnTa, VEKPWON

-Adladopormnointn otpoyyuvAokuttaplkn popdoloyia o matdid



MuoemniBnAtakot Oykot MaAokwv Mopiwv

» Avooodalvotumnoc

= 90% S-100, calponin, CKs

=  EMA (~70%)

=  GFAP (~50%)

. SOX10 (~80%, AlyOTEPO GUXVA OE UOETLONALOKA KOLPKLVW LOLTOL)

. p63 (0€ OPLOUEVEC MEPLTTWOELG)

. SMA (60%)

= desmin (0-20%)

. PLAG1 (umoénAwvovtac napovoia avadiata&ng tov yovidiou)

= riBavi anwAela Ekppoaong INI1 (SMARCB1) o€ HUOETMIONALOKA KOPKLVW LOLTOL



MuoernOnAtakot Oykot MaoAakwv Mopilwv
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A)A\OBLO VEOTIAQLOUOTLKWY KUTTAPWV, SIKTUWTO Kot Sokbwdeg mpoTuTto,
Huéoeldec otpwpa B)emBnAloeldn kat atpaktopopda KUTTOpa o€ XOpOEC
LE NWOLVODLAO KUTTAPOTIAQCUOL

WHO, Soft tissue and bone tumors 2020



MuoemniBnAtakot Oykot MaAokwv Mopiwv

MuoermBnAilwpa: A)woeldn kot emOnAloedn KUTTOPA XWPLC atuTtia, HE
OHOLOOPdOUC TTUPAVEC Kol NWOoLvOoPpLAo kKuttapomAaopa B)diavyn
KUTTapQ

WHO, Soft tissue and bone tumors 2020



MuoeniBnAiakot Oykot MaAakwv Mopilwv

@¢oelg xovdpvnc Stadopomnoinong MKTOG OYKOG: mapouasia adevikou MuoemiOnALlako KopKkivwpa: €viovn
otolxeiou TLUPNVLKI OTUTILOL, EVKPLVA TTUPRvLa

WHO, Soft tissue and bone tumors 2020



MuoemniBnAtakot Oykot MaAokwv Mopiwv

WHO, Soft tissue and bone tumors 2020



MuoerOnAtokoil Oykot MaAakwv Mopiwv
- Atadopikn Alayvwon

MvuoermiOnAiwpa:
» OoteonoloUpevog lvopuéoeldng Oykog

> EEWOKEAETIKO MUEOELBEC XOVOPOOAPKWHLOL

$-100 Keratins = Epithelial Desmin
Protein Membrane
Antigen
Ossifying fibromyxoid ++ rare rare +
tumor
Soft tissue +++ ++ +H+ -

myoepithelioma

Extraskeletal myxoid
chondrosarcoma

I+
|

rare =

Hornick, Practical Soft Tissue Pathology, 2019



MuoerOnAtokoil Oykot MaAakwv Mopiwv
- Atadopikn Alayvwon

Keratin = Epithelial S-100 CD34 Loss
Membrane Protein of INI1
. Antigen
MuoermBnALtako kapkivwpo: Myoepithelial t + o L
> EmOnAlosldég opé : $100++, SOX10++ ——
EriOnAoeldeg opfavvwpa: ) _— - = —
(évtovn dwaxutn ékppaon), SMA-, CKs- carcinoma
Malignant = - s - =
melanoma
» Metaotatiko kapkivwpa: SMA, desmin (-) Proximal-type - t | o+

epithelioid sarcoma

» Mehavwua: Melan-A, HMB-45 (+)

» EmOnALosld£c oapkwpa eyyuc tunou: SMA, desmin (-)

Hornick, Practical Soft Tissue Pathology, 2019



MuoemniBnAtakot Oykot MaAoakwv Mopiwv
» Mpoyvwon:
Juxva kaAondnc cupumneplpopa
MpoBAentikd KpttipLa kakon0eLag: Evtovn mupnvikn aturia pe eudlakplta mupnvia
=  [Bavotnta urnotporc 20% os KaAorBeLc OYKOUC, OTIAVLEC OL LETOOTAOELC

=  [Oavotnta UoTPOoTNG Kal petaoctaonc 40-50% o€ LUOETILONALOKA KOPKLVWLOLTOL

-Metaotaoelc og vevpova, AepudadEvec, ooTtd, LAAXKA HOpLAL



MuoemniBnAtakot Oykot MaAakwv Moplwv

» Anapattnta Atayvwotika Kpuipua:

-Atpaktopopda/criOnAostdn) kKUTTopa Pe SOKIOWHOEC, SIKTUWTO, PWAEWSEC Kat/n
CUUTTOLYEG TTPOTUTIO AVATITUENG LE MUEOELOEC | UOAOELOOTIOLNLEVO UTOCTPW AL

-2TOUG ILKTOUG OYKOUGC UTTAPXEL KOl aOEVLKO OTOLXELD

-MuoemiOnALaKkoO KapKivwpa: aUENHEVN KUTTOPLKA OTUTILAL KOl aUENLEVOC OLPLOOG
HITWOEWV

-Ocstikotnta yia EMA/CK ko S100, SOX10, 1 GFAP.

» EmiBupunta Atayvwotikd Kpueipla:
Avadlataéelc tov EWSR1



MAewopopdoc YaloetdbomnoloUpevog Ayyelektatikog OyKoc
Twv MaAakwv Mopiwv (MYAO)

(pleomorphic hyalinizing angiectatic tumour of soft parts)

E€alpeTikd omaviog oykoc afEBainc cupmepitdpopac, TOTILKA
urtotportalwv otAAA O)L LEOLOTAUEVOC, LE XOPOLKTNPLOTLKA
EKTOTIKA ayYELOL AR PN WVIKAG Kot MAELOpopda KUTTOPA TA OTtoiaL
NEPLEXOUV atlpootdnpivn



MAewopopdoc YoaloeldomoloUeEVO(S
Ayyelektatikoc Oykoc Twv MaAakwv Moplwv

» Evtomnion: urtodopLo ALoC Twv KATw AKPwV (rtodokvnkn/meEANa), ev Tw BAbel
HOAQLKAL LOpLaL TTEpLVEOU, YAouToU, Bpaxiova

» KAwikn ewkovo/Makpookorikny Epdavion: pala Bpadeiog avantuéng Lo evn
QYYELOKO OYKO, TILBAVWC LE KUOTLKEC N LUEOELOELC TTEPLOXEC

» Emubnuoloyika dedopeva: peon nAwkio epdaviong 51 €tn (nAwkioko evpoc 10-79 £1n)

» MoaBoyEveon: ouxveg oL avadlatatelc twv TGFBR3 kal/nf OGA (MGEAS5) (onwcg os
OLLLOOLONPWTLKO WVOAtmwpatwdn oyko, AlO)



MAewopopdoc YoloeldomoloUeVo(
Ayyelektatiko¢ Oykoc tTwv MaAakwv Moplwv

» NEMTOTOWHOTIKA ayyeia He dtatetapévouc avAoug ta onoia nteptBaAAovtoal ano apopdo
NWGoWOPLAO UALKO, TLBavVwWC KAl ivwon TOU GTPWHOTOG
» EvdoavuAwkoi Opaoppot pe mBavi evéoOnAlakn unteprndaoio

» Kuttapikoc mAnOUoUOC EVTOC TOU OTPWHATOG: atpaktopopda/emiBnAloedy KutTopA OE
oOpoioelg/deouideg, pe evéokuttapLla atpootdnpivn Kat mAslopopdoug MUPNVES UE
WevdocykAeiota XQPIZ AZIONOTH MITQTIKH APAXTHPIOTHTA

> +/- pktn pAsypovwdng S1Onon, PopUUWHATWEELS EMOOBECTWOELG
» Ztnv neplpEpeLla neploxEg opotec pe AlO
> CD34+

» Imavio eEEAEN o€ LUEOIVOOAPKWLA OYKWV ME MIKTA popdoloyia MYAO kat AlO




MAelopopdoc YahosldomoloULevoC
Ayyetlektatikoc Oykoc Twv MaAakwv Moplwv

A)Napoucia Aepdokuttapiknc StBnonc oto otpwHa B)AEMTOTOLXWUATIKA QyYELQL PE
eTUKAAL PN vaAoeldomoloUpeEVOU UALKOU SLKNV WLKAG, EVTOC UTTOKUTTOPLKOU
OTPWHOATOC LE ATPOAKTOHOPPa KUTTAPA LE TIOWKIAO TIAELOOPDLOUO

WHO, Soft tissue and bone tumors 2020



MAewopopdoc YaloeldbomoloUevVo(q
Ayyelektatiko¢ Oykoc twv Maiakwv Moplwv

MYAO pe ouvtnén tou yovidiou ATUTIOL OTPWHLATIKA KUTTOPA UE MNpwipog MYAO pe ototxeia AlO katd TV
OGA kal tapoucia evdokuttaplag TIUPIVEG UE EVKPLVI TTUPHVLA OPLOTEPN TIAEUPA TNC ELKOVOG
atpooldnpivng

WHO, Soft tissue and bone tumors 2020



MAslopopdoc YahosldomoloU pevoc AyyeLekTaTlKOC Oykog Twv MaAakwv
Mopiwv - Atadoptkn Alayvwon

> ZBavvwpa pe eKPUALOTIKA atuTia:
SOX10+, S-100+

> Alpayyeiwpo pe ekpuAiloTikol TUTTOU
oAAOLWOELC: amouoiol ATUTIWV
KUTTAPWV EKTOC TWV OYYELOKWV QUAWV



MAelopopdoc YahoeldomoloUUeEVOC
Ayyelektatiko¢ Oykoc tTwv MaAakwv Moplwv

» Mpoyvwon:
50% TOTIKA UTTOTPOTIN, LOoN UE ETIOLVEKTOMN



MAelopopdoc YahoeldomoloUUeEVOC
Ayyelektatiko¢ Oykoc tTwv MaAakwv Moplwv

» Anapattnta Atayvwotika Kpuipua:

-ABpoioELg EKTATIKWYV ayYELWV Ta oToia epLotoLyilovrtal ano nAswdpopda KutTapa
ME evéoKkuTTapLa atpootdnpivn kat mupnvika PeudoEykAeiota

-MoAU xapnAn éwc anovoa HLTWTLKA dpaoctnpLotnta

-2uxva otolxeio AlO otnv nepldpEpela

» EmBuunta Atayvwotika Kprtipo:
Avadiatatelc twv TGFBR3 koai/f) OGA (MGEAS).



Alpootdnpwtlkoc lvoAtmwpatwédng Oykoc (AlO)
(haemosiderotic fibrolipomatous tumour)

TOTILKAL EMLOETIKOC OYKOC UE XOPOKTNPLOTIKA aTpoKTopopda
KUTTOLPOL TOL OTTOLOL TLEPLEXOUV atpoodnpivn, atpociénpvodpaya
Kot Autokuttapa



AlpootdnNpwtkoC IvoAtmwpatwdng Oykoc

» Evtomuion: meApa (méptf modokvnULKAC), TaAdun, onioda KvApn, KNpog, mapeLd

» KAwiwkn ewkova/Aktivodoyika Evpipata/Makpookoriiki Epdavion: palo fpadeiog
avamntuénc oto urtodoplo, eviote emMwduVN, TTWXA TEPLYEYPAUMUEVN, LEONC U 7,7&K
(€wc 19¢k), kaoTtavodalng XpoLag Ko eVBpUTTNC CUOTAONC
MRI: 8inBntik pala Aumwdouc cvotaong He evamoBeoelg alpootdnpivng

» Emubnoloyika 6edopeva: aoBeveic otnv 5'-6" dekaetia, ouviBwC yuvaikeg, omavia
Kol o€ oL

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



AlpootdnNpwTtkoc IvoAtmwpatwdnc Oykoc

» NoBLa wpLpov Atmwdouc Lotou

» Atpaktopopda kUttopa o SeopideC, ME evdoKuTTAPLA aLLOoLdNPivn, EVIOTE LE EMEKTAON OTA
AoBLa twv Auokuttdpwv, HAIA MITQTIKH APAZTHPIOTHTA, anouvoia VEKpwonG

» Awooldnpivodaya, ylyovtokUttapo 06TEOKAQLGTIKOU TUTIOU
> +/- otnv nepipEpela neploxec opotec pe NMYAO
» CD34+, calponin+

» Inavia e€EAEN o€ LUEOIVOCAPKWUO OYKWV HE MKt popdoAoyia MYAO kat AlO




A)wpLpog Amwdng LoTtog Kot vwdn StadpayUatia e atpaktopopda KUTTapa Kal LaKpodaya LE EVOTIOOECELS
awpoodnpivng B)meplayyetakn dtataén atpaktopopdwyv KUTTAPWY Kol KUTTAPWY OCTEOKANOTIKOU TUTIOU
MNatpaktopopda KUTTAPO Kol Lakpodaya Le evamoBEoels alpootdnpivng A)emeKTaon TwWV aTPAKTONOPDWY
KUttdpwV HETOLEL'J Twv }\LT[OKUTpowV WHO, Soft tissue and bone tumors 2020



Alpootdnpwtkoc IvoAtmwpatwodng Oykoc - Aladopikn Aldyvwon

MAE€0ELONC LVOLOTLOKUTTOPLKOC OVKOG: TIOPOUGLA LOTLOKUTTAPOELO WV
HOVOTIUPNVWYV KUTTAPWV KOl TOAUTIUPNVWV YLYOVTOKUTTAPWV OCGTEOKAOQCTLKOU
Tunov, atpaktopopda kuttapo SMA+

MyaVTOKUTTOPLKOCG OVKOG TWV HOAQKWV popiwv: moAvolwdeg mpotuno
avantuéng, moAvaplOua yiyavria kuttopa, anovcia Aumwdouc Lotou

Mpoéxov dsppatoivocapKwiLa: o opoopopdoc mAnBuouog, mpotuno
6110non¢ tou Allmoug diknv KepLOpaAC

AtuTto¢ Atmwpatwdng 0ykoc: molkiAopopdia oto HEyeBo¢ TwV ALTOKUTIAPWY,
AutoBAaoctec, MDM2+, CDK4+



AlpootdnNpwtkoc lvoAtmwpatwdng Oykoc

» MNpoyvwon:
30-50% TtoriKn UTIOTPOTTH, Ao UE ETTAVEKTOWUN

Amtouoio petaotatikol SuvapLKoU, EKTOC ATTO TTEPLTTWOELC LE COPKWHUATOELON UETATPOTTN



AlpootdnNpwtkoc lvoAtmwpatwdng Oykoc

» Anapattnta Atayvwotika Kpuipua:
-"QpPLo¢ AW oG LOTOC HE aVAULEN aTtPaKTOMoPP WV KUTTAPWV XWPILC atuTia, HE
gvéokuttapla awpoodnpivn, kat pakpodpaywv

» EmBupunta Atayvwotika Kpttipot:
Avadiatatelc twv TGFBR3 kai/f OGA (MGEAS5) i napouoia t(1;,10)(p22;24)



DQwodatouplkoc Meoeyyupuatikoc Oykoc (PMO)
(phosphaturic mesenchymal tumour)

Oykot aBEBoing oupunepidopac, eviote Katl KakonOeLg, oL omoiot
NPOKaAoUV octeopalakia, cuviOweg pEow napaywyng FGF23



Dwodatouplkoc Meoeyyxupatikoc Oykog

» EVTOmion: mMpaKTIkA Uropolv va EVTIOTILoTOUV NOVToU, CUUTEPLAAUBAVOUEVWV TWV
ooTtwv, aAAd ontaviwe oto onocOomnepLtovalo, Ta GIMAAyXVa Kot TO LECOOWPAKLO

» KAwiwkn ewkovo/Makpookorikny Epdavion: ouvnOwce pikpou peyebouc pala,
eVOEXOUEVWC UE AUTOKUTTAPLKN ouvVIoTwod 1 acBeotomnoinon, o acBevn pe HakpO
LOTOPLKO OOTEOUAAAKLOLG
gpyootnpLokad: vmodwodatalpia, avénueva enineda FGF23

» Emubnuoloyika Sedopeva: e€aLpeTIKA oTtAvVIoC 0ykoC (<0,01% Ttwv OYKwV HOAAKWV
Hoplwv), cuvnNBwC o€ LECAALKEC

» MNaBoyeveon: 50% twv neputtwoswv: FNI-FGFR1, FN1-FGF1



Dwodatouplkoc Meoeyyxupatikoc Oykog

» MoaBoyEveaon: cUVTALELG FN-FGFR1, FN-FGF1

l

Evepyomnoinon onpatodotnong péow FGFR1

AUénon FGF23 (oppovn n omnoia epnodilel tnv enavanpocAnyn tov pwodpwpov ota
vepplkd cwAnvapila)

2€ OTIAVLEG TIEPLITTWOELG Ttapayovtal AAAEC PwoPaTtoupLlkeEG opuovec ANV tng FGF23



Dwodatouplkoc Meoeyyupatikoc Oykocg

» Kuttapikdg mnAnOuopdg:
-AtpoKtopopda-acTePOELS] KUTTAPO XWEILC aTumia, PTwTIKA dpaoctnpLotnta | VEKPWOnN
-0O0TeOKAAOTEG
-lvoloTtiokutTaplka atpoktopopda otolxeio
-QpLpo¢ Amwéng LoTtog

» Ztpwpa: YaAoebomotnévo "HouT{oUpWHEVO”
-Napovoia ayysiwv dikNV oLPOYYELOTTEPLKUTWHOTOG 1] OLLLOLYYELWHLOTOG
-Eotieg aoBeotonoinong +/- awpog xovépoc/ooTe0eS£C/avwPLILO 00TOUV
» CD56+, ERG+, FGFR1+, SATB2+
> +/-UKPOKUOTIKA EKPUALON
» OMO yvabou: miBavn avauén pe odovioyevi otoxeia (EvOEXOUEVWE OXL VEOTIAOLOLOLTLKAL)
» Kokonng ®MO o€ nepumtwoelg MOAAANAWY UNOTPONWYV (AVENUEVEG LLTWOELG, VEKPWOT), TTUPNVLKA aTuTtia

Kot TTAELOpoPPLOMOG, KuTTOopoBpifeia, meploxEg diknv MAsOpopdou adladopomnointou copKWHOTOG 1
LVOOOPKWOTOG



Dwodatouplkoc Meoeyyxupatikog Oykog

A) " HouT{oOUPWHEVEG™ EMAOBECTWOELG Kol aTPOKTOHOpdA KUTTAapa B)ue cuvodo mAololo ayyelako Siktuo
[UTIOKUTTAPLKOC OYKOG HE BaceOdIA0 oTpwa A)AUTOKUTTAPLKH CUVIOTWOA, SLakAadoUupeva ayyeia
WHO, Soft tissue and bone tumors 2020



DOwodatouplkoc MeoeyyxupaTlkog OyKog

A)rteploxn Ue ylyovtokuttapa ooteokAaotikoU tumou B)OMO biknv
ooteofAaocTwHATOC, UE evamtoBbEoelc ooteosldouc NXovdplvo otpwpa
KoLl KUTTApPLKA atuTtia, Siknv YovOpooopKwWUATOC

WHO, Soft tissue and bone tumors 2020



DQwodatouplkoc Meoeyyxupatikog Oykog

Kakon®nc ®MO pie TPOTUTIO LVOCOPKWUOTOC

WHO, Soft tissue and bone tumors 2020



Dwodatoupkdoc Meoeyyxupatikoc Oykoc- Altadopikn Aldyvwon

» Movnpng wwdng 0ykog: acUMBOTo KALVLKO LOTOPLKO, TILO
KuttapoBplOnc aAloiwon, anovoia xovépopvéoeldoug
otpwpatog, CD34+, STAT6+

» Xovépwuo paAaKwy popilwv: amovoia atpaktopopdwv
KUTTAPWV Kot AUTOKUTTAPLKG CUVLOTWOOC

» Muolvwpa/puomneptkutwpo: Atpaktopopda puoivopAacTtikou
TUTTOU KUTTOpO HLE TTEPLAYYELAKNA EVTOTLON, desmin-/+, amovcia
EMAOPBECTWOEWV 1} YIYOAVTOKUTTAPWV OCGTEOKAQOTLKOU TUTTOU



Dwodatouplkoc Meoeyyxupatikoc Oykog

» MNpoyvwon:
KaAonBnc cupumnepldopd otn peyain mAswopndio twv oykwv
Ydeon ooteopaAakiog pe tTnv MANPN e€aipeon

Kakonong¢ ®MO: mBavn avantuén HETaoTACEWV Kot KataAnén tov acBevoug



Dwodatouplkoc Meoeyyxupatikoc Oykog

» Anapattnta Atayvwotika Kpuipua:
-Atpaktopopda KUTTaPO XWPLC ATUTILA, LE GUVOSO UTTOCTPWHA, ECTIEC
aoBeotonoinonc ko/f TAOUGLO AYYELAKO SIKTUO
-Yrnopwodataipio/ooteopadakia, n onoia Stopdbwvetal pe tnv adaipeon tne
aAAoiwong

» EmBupunta Atayvwotika Kpttipo:
Auvénuevn FGF23 otov opo N Toug VEOTTAACUATLKOUC LOTOUC



AtpaktokuTTtaplko Neomhaopa pe ouvinéelc twv NTRK
(mpoowplvn ovtotnta)
(NTRK-rearranged spindle cell neoplasms)

Ouada Oykwv HE MoKiAn popdoAoyia Ko LotoAoyko BoOpo
kokonOeiag, cuxva pHe atpaktopopdn popdoloyia, SinOnTIKA
ovamntuén, VaAoELSOTIOINCN TOU OTPWHOTOC KoL avOGodaLlVOTUTTO
CD34+, S-100+, SOX10-



F'ovidia NTRK

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

* Kwdlkomolouv piot olkoyEveLa
SLApEUPBPOVIKWY UTIOSOXEWV

(TRKA/B/C) rou ekdpalovtal Cell membrane
$dUOCLOAOYLKA OTO WPLHO VEUPLKO
ocvoTNMA
-
* H oykoyovog evepyomnoinon givat e Uﬁq; .
’ ’ € ’ al i1 uitin-medi
QOTEAEOUA YOVISLOKWV : G-?.‘-"-'-’?="" e broteclysis
ouvtnéewv pe Ttokila partner iy
' actin cytoskeleton
VOVLGLG SRl L
* OL OUVTAEELC €XOUV WC Cell nucleus b

QMOTEAECHA TNV OTAOEPN

(ligand- independent) evepyomoinon tov unodoxéa

* H avtanokpion tov oykou otou¢ NTRK avaotoAeic napatnpeital eni mapovoiog NTRK
olvtnéng ko ev oxetiletal pe AAAEG MOPLAKEG VW HAALEG (pLeTtdAAagn, evioxuon)



ATPOKTOKUTTAPLKO NEOTTAQOUOL UE CUVTNEELC
Twv NTRK

» Evtonion: emumoAnc N ev Tw BABeL paleg ota AKPA f} TOV KOPUO
» KAwikn ewkova/Makpookorikny Epdavion: pniadpnti palo, utookAnpng udng

» Emubnuioloyika edopéva: ouvnOwe 2 mpwteg SeKAETIEC



* ZuvnOw¢ atpaktokutTopky popdoAoyia

* Lipofibromatosis-like (cuvii®w¢ NTRK1)

v XopunAoBaBpo torikd 5tndntikd vedrmhaoua
v'Mepkn ékdppaocn CD34/S100+

WAL g&}&% ?@E’ SRR IL AN
Npdtuno AMOIVWUATWONG
* XapunAoBaOpo puEoeld€c atpaktokuTTapLko veomAaopa (NTRK1)
. . A :
v ZuvABwc emBeTIkd !—*‘-«v@% ey
v'Mepwn ékdbpaon S100/CD34+ S

\ . . . Tt b NSRS

o XapunAng Kakor0sLog cApKwWHA E TPOTUTO BT RS R ﬁ‘,‘i:..;v.‘;
TUTIOU OlYYELOTIEPLKUTWOATOG/UOTIEPLKUTWHOTOG A, MR e
(NTRK1) S 7T RGO, RS )
v CD34+/- G L R TR S S
; i ey o YRR S e ROR

XapnA6BaBl0 OTPAKTOKUTTOPIKG CAPKWHA

* ATPOKTOKUTOPLKO OAPKWHO YUVALKOAOYLKOU cuotipatog (cuviOwg NTRK1 kot 3)

v'Néeg aoBeveic, evidmon tpaxAou UATPAC
v XounAoBabun atumia (CD34 kat S100+) | uPpnAdBaduo veodmlaopa CD34-/5100-/+

v'H atumnio oxetiletal pe TNV EMIBETIKOTNTA Siozopoulou Diagnostics 2021



lotoAoyia atpaktopopdpou veonAaopatog e NTRK cuvtiéeig

Ewova pAeypovwdoug puoivoBAactikol Oykou xwptc ALK ROS n
PDGFB Stapetabeoelg & N

Ewévo DFSP xwpic PDGFB/COL1A1 (NTRK3)

* Zapkwpota MEZ pe NTRK ouvtiéelg

v'NTRK3+ v nAric kakorBetoc tumou
VEOYVLIKOU LVOCOPKWOTOC

v'YPnAAC kakoRBeLag atasvopnto

v XapunAng KaKor'IGELaq CD34+/S100+

SRRy

,;; XS : 5. 3 TOMOU WVOCOPKWHATOG |
?!.4, v OAPKWO OE AKPAL
o CD34+ (NTRK3+)
3.&{

e
':‘ WY S AR

) YPnAoBabuo cdpkwpa TUTOU LVOCAPKWUATOG
MPOTUTO VEOYVIKOU LVOCOPKWLATOG

Siozopoulou Diagnostics 2021



lotoAoyia atpaktopopdou veomAdaopatoc pe NTRK ouvthéelg

WHO, Soft tissue and bone tumors 2020



Xopoaktnplotikd twv NTRK Oetikwv veonmAaopatwy

KuttapoBpién CD34 ka1 S100+
* NTRK1+ { T ATUTTIQ == €TTIOETIKI) CUUTTEPIPOPA

YTTOKUTTOPIKA
XaunAoBabun/yérpia arutria

| CD34+/S100+ GuVABWG
NTRK3+ TOTTOU IVOOOPKWHATOG 1}

upnAéBabuou MPNST

* AvTifeta pe Ta UTTOKUTTAPIKA NTRK1+, Ta XaunAoBaBua NTRK3
ouUXVd £TTIOETIKA

* 2uviOwg Ta NTRK1+ n1miéTepng BIOAOYIKAG CUMTTEPIPOPAG O€
oxéon pe Ta NTRK3+

Siozopoulou Diagnostics 2021



Methods of NTRK gene fusion testing

FISH IHC
Advantages  Available in many clinical Widely available

laboratories

T : I %

De ectmofmld-typepmten
expression, especially in tumors \"
wnhneuralandmyogemc

alse negativity rate of <30%
(mostly in NTR used tumors)

Not routinely conducted in all
clinical laboratories

Disadvantages Requires specific expertise

afse . Challenging to test for fusions Relatively long turnaround time
thnsratemaybehaghermtu 0

involving multiple NTRK and fusion
harboring NTRK3 fusions partner genes in parallel
Does not distinguish between in- _ Relatively expensive
frame and out-of-frame fusion
events

DNA MPS may miss NTRK2 and
Iwnmmdmto large intro
RNAR ltyRNA

QU4

Variable detectnon rata of different

May identify non-oncogenic NTRK
ea ts

Demetri Ann Oncol 2020




Immunohistochemistry for pan-TRK varies according to tumor

type
. . y Sensitivity and specificity of pan-Trk immunohistochemistry
NTRK fusion detection across multiple assays and 33,997 cases: for detecting Nm} fmi(,,‘:‘ "

diagnostic implications and pitfalls

Sensitivity
James P. Solomon' - Irina Linkov' - Andrea Rosado' - Kerry Mullaney' - Ezra Y. Rosen’ - Denise Frosina' *  nopy) 96.2% (2627)
Achim A. Jungbluth' - Ahmet Zehir(»' - Ryma Benayed' - Alexander Drilon®?* - David M. Hyman (%3 -
Marc Ladanyi' + Anthony N. Sireci® * Jaclyn F. Hechtman' NTRK2 100% (5/5)
Mod Pathol 2020 NTRK3 19.4% (2734)
Sensitivity Specificity
° Xaunkr'l Eualoenoia KoL El5[K6tl’]ta yua Total 87.9% (58/66) 81.1% (f57/3l7l
' v v 9 )% 2
GOPKWHATO, KUPLWCS OTPOYYUAOKUTTAPLKAL f:::;" :;:* :;ﬁ: :;i; ::i ;i:
Thyroid 81.8% (9/11) 100% (27127)
* E§aipeon o pAeypovwdng puoivoBAactikog Salivary 88.9% (89)  52% (13125)
OYKOG Breast 80% (4/5)  82.1% (23/28)
Inflammatory 100% (3/3) 100% (5/5)
myofibroblastic tumor
Sarcoma 80% (R/10)  74.4% (29/39)
Pancreas (00y 100% (20/20)
Appendix 100% (1/1) 100% (1/1)
Cholangio 100% (212) 100% (19/19)
Glioma 100% (6/6) 20.8% (5/24)
Melanoma 100% (3/3) 100% (17/17)
Neuroendocrine (00)*  88.9% (8M)
Small round cell wmor® (00} 45 8% (1124)

Other' (0/0) 100% (30/30)




> Mod Pathol. 2021 Feb;34(2):396-407. doi: 10.1038/541379-020-00657-x. Epub 2020 Aug 28.

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

fusions
Iva Bréié 1, Theresa Maria Godschachner 1, Marko Bergovec 2, Jasminka Igrec 3, Holger Till 4,
Herwig Lackner 3, Susanne Scheipl 2, Karl Kashofer 1, Thomas Brodowicz ©, Andreas Leithner 2,

Joanna Szkandera 7, Bernadette Liegl-Atzwanger &

Affiliations + expand
PMID: 32860002 PMCID: PMC7817523 DOI: 10.1038/541379-020-00657-x
3,2% (16/494) pan-TRK BeTikd ===pkuTTAPLKN/TIUPNVLIKI BETIKOTNTA OE > 1% TWV VEOTTAACUATIKWY KUTTAPWV

11/16 panTRK+ neputtwoelg tav apvntikég yia NTRK oOvinén

v EOTLOKA oV €WE £VTOVN KUTTAPLKH, LEUBPAVLKA H TTUPNVLKNA
BeTkoTNTA

Ol Pevdwg BetikéG eputTWOoeLS adopoloav o cuvoBLako capkwua , adladopormointo kot mMAELOpopdo
AUTOCAP KW, AELOPUOCAPKWHLO, EEWOKEAETIKO LUEOELOEC XOVOPOOAPKWHA, LUEOIVOOAPKWLOL

Ot NTRK O€tikég meputtwoelg ixav diaxutn Bstkotnta, ouvOwg €viovn
O StapetaBéosig adpopoucav ta NTRK1 kot NTRK3 yovidia

Nupnvikn ékppacn panTRK og ETV6-NTRK3



Xpnon texvoAoyioag NGS yia aviyvevon NTRK
ouVTR¢EWV

* Targeted NGS DNA-based pe@odoloyieg

v Mpotipwvtat yio tautonoinon NTRK petaAAdéswv nov oxetilovron pe
eniktntn avtoxn otoug NTRK avaotoAsig

v'Exouv pelwpévn suatoBnoia yia tnv avixvevon NTRK2/3 cuvtiéswv

v'Agev gival yvwoto av ot NTRK cuvtAEeLC Ttou aviyvevovtal ivot AELTOUPYLKEC

* RNA-based pebodoloyieg

v Mpotipwvtat yio tauvtonoinon twv NTRK cuvtréswv
v ETUTPETIOUV TNV avayvwpLon VEWV partner yovisiwv



NTRK avaotoAeic

*KaAd avektol
*YYnAO MOCGOOTO OVIATIOKPLONG OE ISLaitepa snpavtiki n
oykoug e NTRK ocuvtiéelg -

avixvevuon NTRK

‘Taxelo avTamoKpLon HOKPAC GUVTNSEWV

SLapKeLaG o€ OAOUG TOUG OYKOUG LE
NTRK1/2/3 olUvtnén

—

*Néa yevid NTRK avaotoAéwv (LOXO-195, TPX-0005) amoteAEOUATIKWY
OTOUC OYKOUG ME emikTnTn avtoxn otn Bepameio AGyw NTRK petaAAaéng

*Qeparmneia MPWTINC YPAUMAGS I VEOETILKOUPLKN Bepareia

Siozopoulou Diagnostics 2021



ATPOKTOKUTTAPLKO NEOTTAQOUOL UE CUVTNEELC
Twv NTRK

» Anapattnta Atayvwotika Kpuipua:
-EupU popdoloyiko pacpa kat evpl pacpa Kata tn Badpomnoinon
-Movopopoda atpaktopopdpa KUTTOPA HE ATAKTWE SLATETAYUEVAL
-AlNONTIKO POTUTO AVATITUENC EVTOC TOU ALTIOUG HE TTPOTUTIO «ALIOIVWHATWGCNGY
-ZTPWHMOTLKN KL TTEPLAyYYELOKN) KOAAayovomoinon TUmou XNAogLdoug
-OQetkotnta yia S100 ko CD34, SOX10-

-Oykot pe ouvtiéelc tou NTRK1 eival kat avocoiotoxnka Ostikol

» EmiBuunta Atayvwotikad Kpueipa:
Avixvevon ocuvtnéewv twv NTRK yla tov kKaBopLlopo tng nepattepw Bepareiog



2uvoBLoko Zapkwpa (22)

(synovial sarcoma)

ZAapKwuo oo povopopda atpaktopopda kuttopa (Lovodpaotko 22)
ME MolKiAn emBnAtakn dtapopomnoinon (dipaoiko 2Z) kat pEpov tn
SiapetaOson SS18-S5X1/2/4 [t(X;18)(p11;q11)]



2UVOBLOKO ZapKwL
» Evtomnion: ev tw BaBeL paAakd popla twv akpwv (70%), ouxva napapBpikd, 15%
OTOV KOPHO Kal 7% o€ kepaAn-tpaxnAo, omaviwg ota omAdyxva, oota KN2,
nepLupepLka velpa, LEcOBWPAKLO

» KAwikn ewkovo/Makpookorikny Epdavion: emwduvo oldnua Bpadeiag avamntuéng

apxKa (2-4 €tn)/ pado ud 3-10¢k,
Bpadiéwc avantvoodpevol oykoL: toAvolwdnc/moAuKkuoTikn epdavion, +/-
ooteornoinon, Huéoeldeic mepLoxEC, uTtOoKANPN 1N LaABakn cuotaon, xpoLa

uTtokitpvn f dod/Aeukn
TOXEWG AVAMTUGOOEVOL OYKOL: eUOpUTITN CUOTAON, ALULOPPAYLEC VEKPWOELCG

» Erudnuoloyika ssdopeva: >50% twv acBevwv eival épnBot/veéol eviAikeg, 77% e
nAkia tpo twv 50 eTwv

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



2UVOBLAKO ZOPKWLOL

» Movodaoko 22 (2/3 nepumtwoswv):
-Atpoktopopda povopopda KUTTapo HIKPOU HEYEODOUC e RTLa aTtuTtia, TTOAU avénpévn avaloyia
nupnva/kuttoponAdacpotog (aAAnAerukaAvyn)
-QoseLdeic nupnveg, SuodLakpiLta nupRvia
-ZUMMAYELG KUTTAPLKEC aBpoioelg/deopideg/mtpotumno ~ PapokokaAo™
-Napoucia pootokUTTAPWVY
-MOavn enacBéotwon/ooteonoinon oto 1/3 (AA 06TEOCAPKWLAL)
-MBavi koAAayovornoinon/ivwon, LUEoeLdrg ekpUALON UTOOTPWHATOC
-AyYyELO LLE QLUOYYELOTIEPLKUTWHATWOEC TTPOTUTIO

> OAwpaoko 22 (1/3 neputtwoswv):
-AtpokKtopopdo Kuttapko otoixeio KAI
-KuBoetdn/KuAwvdpika emOnALaKA KUTTOPO HE OLPOLOXPWHATIKO KUTTAPOTAOOMA
-ZupnayEG/adevika/SoKIO WO EG MPOTUTIO AVATTTUENG
-ITAVLEG TIEPLOXEC MAAKWOOUG SLadopomoinon | KOKKLOKUTTAPLKNG popdoloyiog

» Neploxeg xapnAng dtadopomnoinong (cuyxvotepa o€ NALKLWEEVOUG aloBeveic): auénpévn KuttapoBpiBeia, prtwoelg >6/mm?2
(>10/10 hpf), vékpwon, StakAadoupeva ayyeia, wvwdn dStadppaypatia Vo Tou OyKou
-atpaktopopda KUTTOPA LE SECULOWTO MPATUTO AVATTTUENG
-OTPOYYUAQ KUTTOPA HLKPOU HEYEODOUC HE UTTEPXPWHATLKOUG TTUPAVEG
-erlOnALoeldn kuTTOPAL



2UVOBLAKO ZOPKWLOL

-AvOOOiOTOXNULKEC XPWOELG SSX (c-terminus) kat SS18-SSX fusion specific Mab pe vnAn eldkoTNTA KO
gvawoOnoia

-Agiktng TLE-1: dudxutn €kdpaon, xapnAn eldkotnta
-OeTIKOTNTA OE KUTTAPOKEPATIVEC KaL EMA

-90% twv Sipaocikwy 2 eival Betika (+) og kuttapokepatives (kupiwg CK7 kaw CK19) oto emiBnAlako otolxeio
aAAQ KOl 0€ OTtAVLA KUTTOPOL OTO OTPOAKTOKUTTAPLKO OTOLXELO

-2T0 HOVO(POOLKO ATPOAKTOKUTTAPLKO 23X UOvVo Alya pepovwpéva kUTtopa CK+— TTOAAQTTAEC TOUEC KOl
rtoA\artAot Seikteg

-Juxvotepn ékppaon EMA oe neploxec xapunAng dtadopomoinong. Ol tedeutaieg eival (+) og mocootod 50-
60% OTLC KUTTOLPOKEPOLTIVEG

-$100 sotiakn €kppacn oto 30%

-CD99 (+) oto 60-70% (KUTTAPOTIAQLCUATLKI) XPWOT OTA EMONALAKA Kol LEUBPAVIKA OTa aTpaKktopopda KUTTAp

-Bcl-2 (+) kupilwc ota atpaktopopda KUTTOPA

-CD34 (-) ko omavia (+)

-Calponin cuyva (+)

-BerEp4 (+)



2TOLXELOL LOPLAKNC YVEVETLKNC

H dtapetaBeon t(X;18)(p11;qll) aveupioKeTOL TPAKTIKA OE
OAa taL 22

Xpwuoowpao 18 Xpwpoowua X
——  yoVibio $8X1 ———— OJIQaOIKO LI (2/3)

yovidio SYT —

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

E€alpeTika xproLpn texvikn yia tn dtadopikn dSltayvwon tou
HLOVOdOOLKOU OTPOKTOKUTTAPLKOU KoL TTTWXA
SladopomoLlnpeEVoU 22 e AAAQ ATPOKTOKUTTAPLKA 1

OTPOYYUAOKUTTAPLKA COPKWLLOTO



2UVOPLAKO ZAPKWUOL

e
. ﬁ\.-..... a..,..“m. 1

WHO, Soft tissue and bone tumors 2020
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2UVOPLAKO ZAPKWUOL

AlpaoLko 22: ocuvioTwoo adEVIKNC EMONALAKNAC CUVLOTWOOLC

WHO, Soft tissue and bone tumors 2020



2UVOPLAKO ZAPKWUOL

2> xapnAng dtadopormoinong: A)kuttapoPpldnc nepLoxn
B)uikpootpoyyulokuttoplkny popdoloyia

WHO, Soft tissue and bone tumors 2020



2UVOPLAKO ZAPKWUOL

WHO, Soft tissue and bone tumors 2020



Movodaolko ZuvoPLlako Zapkwpo- Atodopilkn Aldyvwon

» Kakonng oykog amno ta EAvtpa Twv nepldpepLkwv VEVLpwV: TiBavn epdavic
NPOEAEVUON OTIO VEUPLKO KAALSO, KUTTAPA HE KUNATOELOELC MUPAVEC, EVAAAOYEC
KuttapoBpifsilag Ko mepLloxEC pe puéoeldec otpwpa, CK7-, CK19-, SOX10+, GFAP+

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

» ALoUYoKUTTOPLKO odpkwpa: PwAewdeg mpaotumno avantuéng, Melan-A+, HMB-45+,
CKs-

» ATpOKTOKUTTOPLKO pofdopvoocapkwpa: desmin+, MYOD1+

» lvoodpKkwuo: oTIoVIOTATOC OYKOG XWPLE evpeia EkPpaon avoooioTOXNHLKWV
SelKTWV

WHO, Soft tissue and bone tumors 2020



AldpaoIko ZuvoBLako Zapkwpa- Altadoplkn Atayvwaon

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 ZuvoPLako Zapkwuo- Altodopikn Aldyvwon

Aldooko pecoBnAiwpa: eVtOmion oTov UNTE(WKOTA 1 TO TIEPLTOVALO, ATPAKTOMOpd O KUTTAPO LE EVTOVN
aturtia, emOnAloko otolxeio uno tn popdn cwAnviwv Kat OnAwv, BAP1-

ZOPKWHUATOELOEG KapKivwpo: Eviovog MAELOHoPdLONAG Kol TTUPNVLKA OTUTILOL, CUOXETLON JLE TO LOTOPLKO
Kakon0n¢ oykoc oo ta EAvtpa twv nepldepkwv veLpwv: TOavn epdavig npoEAsuon omd VEUPLKO KAAdO,
KUTTOPO LE KUMATOELOELC MUPAVEG, EVOAAAYEC KUTTOPORBPLOELAC Kol TIEPLOXEG e MUEOELOEC oTpwHa, CK7-,
CK19-, CK20+, CEA+, SOX10+, GFAP+

MuosmiOnAiwpa: Ektetapévn Eékppoaon emOnAtakwv detktwv, PLAG1+

KakonOn¢ LUAAEPLOVOC ULKTOC OYKOG: EVTIOTILON 0TV WoBnKN, TN cdAryya 1\ to evéountpro, WT1+, PAX8+



AldpaoIko ZuvoBLako Zapkwpa- Altadoplkn Atayvwaon

Keratin Epithelial = S-100 Glial SOX10 Nuclear Calretinin
Membrane Protein Fibrillary WT1
Antigen Acidic
Protein
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Hornick, Practical Soft Tissue Pathology, 2019



Mtwya Atadpoporotnuevo ZuvoBLako 2Zapkwpa- Atadopkn
Aldyvwon

> Zapkwpo Ewing: CD99+++, NKX2.2+, SSX (c-
terminus)-, S$18-SSX fusion specific Mab-, TLE1-



2UVOBLOKO ZOpKWUOL

» Ztadlonoinon:
UICCTNM (2020)

» BaBuomnoinon:
Yuotnua FNCLCC

» ZNUOVTLKOL TTPOYVWOTLKOL TTAPAYOVTEC: 0TASL0 VOoOU, HEYEDOC OYKOU, LOTOAOYLKOC BaOoOg
kakonOeiag, >20% tNnG EKTACEWC ELKOVA XapnARC dtadopormnoinong

» Ko nmpoyvwon: <5ek pEyeboc, <6 prtwoeic/mmz2, anovoia VEKpwonc, Tatdikr nAtkia
» 5etn¢ ermuBilwon: nAtkia<19 £tn: 83%, nAwkia>19 £€tn: 62%

» 10gtic emuPiwon: nAtkio<19 £€tn: 75%, nAwkia>19 £€tn: 52%



2UVOPLAKO ZApKWOL

» Anapattnta Atayvwotika Kpuipua:

-Kakon0ng oykoc ano povopopda Baceodpilla atpaktopopda KUTTOPA HE TTOLKIAN
emOnAwakn dtadpopomnoinon

-Evtovn kat dtaxutn Oetikotnta ywa TLEL.

» EmBupunta Atayvwotika Kpttipot:
MNapouoia tng cuvinéncg SS18-SSX1/2/4



ErtiBnAtoeldec 2apkwpa (E2)
(epithelioid sarcoma)

2APKWUO OLTTOTEAOUEVO Ao KUTTOPO LE TTARPEN N ATteAR EMONALOKA
0lVOOOHOPPOAOYLKA XOLPOLKTNPLOTLKA
-KAQLOLKOG (Aamw) TUmo¢: PEVSOKOKKLWHATWOEC TPOTUNO AVATTTUENC
-gyyuc TUTOC: EPdavion otov Kopuo, PwAEEC KatL aBpoioelg HEYyAAwV
EMONALOELO WV KUTTAPWV



EmiBnALoeldec 2apkwpua

» Evtomnion: KAQOLKOC TUTIOG: Amw Avw akpa (6AKTUAA XEPLWYV, TTOAAQUN, TIEALQ)
€yyUG TUMOG: KOPUOC (mUeAOG, tepiveo, yevvnTLkn tepLoxn, BouBwvec),
yAoutog, yodoc

» KAwiwkn eikovo/Makpookoritky Epdavion: KAAOKOC TUTIOG: £vag 1 toAAarAot 6ot
ue e€eAkwon, ud Alya xIA-5ek
€YYyUG TUTOG: eV Tw PaBel euplokopevec toAvolwdelg paleg, ud 1-20ek

» Emudnpiooyika dedopévat <1% OAwV Twv oopKWUATWY, KAAGLKOC TUTIOG: SuTAdoLa

oUXVOTNTA OE OXEON UE TOV €yYUC TUTIO, KUpPLwC o€ €pnBouc, VEoUS EVAALKEC
€yYUG TUMOG: VEOL-UEONC NALKLOG EVAALKEC

» MNaBoyeveon: KaBOALKN anwAela Tt mupnvikne ekppaonc INI1 (SMARCB1)



EmiBnAloeldec Zapkwpa

KAaowko (amw) EX: moAAATTAEC EEAKWUEVEC
E0TLEC OTO TEAMQL

WHO, Soft tissue and bone tumors 2020



EmiBnALoeldec 2apkwpua

» KAaowko (anw) EZ:
-EmiOnAoeidn peyadlov peyéoug noAuywvika kuttapa (KEvtpo aAloiwong) kat atpaktopopda kKutTapa
(mepudpépela aAroiwong) pe mupnRveg pe Ara atunia, puvocaAdwdn nupRva Kot HLKPA IIUPAVLA (KEVTPO
aAloiwong)
-Olwdec mpotuno
-Ffewypadikn VEKPWON OTO KEVTPO
-\lYyEC LLITWOELG
-20%: eENOOPECTWOELG, LETATIAQOTLKO 0CTOUV

» Eyyug EZ:
-MeyaAa emiOnAosdn kuttapa, triAetopopdn popdpoloyia
-NoAvolwdeg mpotumo
-EoTtiakni VEKpWOn
-tKuttapa pe popdoeideic xapaktipeg
-+Muoelb£c oTtpwpa

INI1-

EMA+++

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

ERG o€ 40-67%

YVVYVYY



EmiBnAloeldec Zapkwpa

KAaoko (amw) E2: A)veOTTAQLCUOTLKA KUTTOPO LLE KEVTIPLKN VEKPWON
(PpevdokokKlwpaTWOEC TtpoTUTIO avarmtuéng) B)emBnAtoeldn kuttapa e
adBovo nwowodiho kuttapomAaoua Nevpueyedn atpaktopopda kKUTTAPA

WHO, Soft tissue and bone tumors 2020



EmiBnAloeldec Zapkwpa

Eyyuc (neyalokuttoptko) EX: A)toAuolwdeC POTUTIO UE EOTLEC VEKPWONC
B)rAewopopda emBnAtosldn kuttapa pe apbovo nwotvodilo
KUTTOPOTIAQLO DL KOLL EVLEYEDN Ttuprval e eukplv Ttupnvia NaBpoloelg

poBSoelbwv KUTTAPWV e UOAOELON EYKAELOTA

WHO, Soft tissue and bone tumors 2020



EmtiBnAlosldec Zapkwpua

WHO, Soft tissue and bone tumors 2020



EmiBnAlosldec Zapkwpa- Atadopikn Atayvwaon

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



EmiBnALoeldec 2apkwpua
» Ztadlonoinon:
UICC TNM (2020)

» BaBuomnoinon:
XwpLic Wlaitepn atia

» 5etAC emBiwon: 45-70%

» 10etn¢ emBiwon: 45-66%

» Metaotatiko E2: 24%

» H evtomuon (emutoAng/ev tw BABeL) £xel mpoyvwoTtikh onpacia (anw EZ kaAUtepn nMpoyvwon oo
eyyug)

» Mapayovtec KOKAG POoyvwonG: LeyaAn nAwkia, vPnAoc BadOudc LotoAoyLka, TOAVAPLOUES
HLITWOELG, Aspdadevikn petaotaon, pd>5&ek, pafdoedng popdpoloyia



EmiBnALoeldec 2apkwpua

» Anapattnta Atayvwotika Kpuipua:
-AAAoiwon epdavilopevn we pala paAakwyv Hopiwv
-EmiOnAtosdn/atpaktopopda kKutTopa HE S1NONTIKO TPOTUTIO AVATTTUENC
-Awayutn anwAsia tov SMARCB1 (INI1) ko Ostikotnta yra EMA kat CK.



KupeAdiko Zapkwpa twv MaAokwv Mopiwv (K2)
(alveolar soft part sarcoma)

ZAPKWHO TWV EV TW BAOEL LAAXKWVY HOPLWV TWV AKPWV KUPLWC,
ortoteAOUEVO Ao eMONALOELSN KUTTAPA LE AMWAELA TG GUVOXAG
Kot KUPEAOIKO mpoTUNo avantuénc, Kat tn dtapetadeon
der(17)t(X;17)(p11.2925), odnywvtag oTo XLHLOLPLKO yovidLo
ASPSCR1-TFE3



KupeAldiko Zapkwpa twv MaAokwv Mopiwv

» Evtonion: ota akpa (61% Twv MEPLTTWOEWV, KATW AKPOo 51%), Koppog, kepaAn-
TpaxnAog, (mawdia: opOaApnadc, yAwooa)

» KAwikn ewkovo/Makpookorikny Epdavion: Bpadéwc avantuooouevn palo,
HeTaotaosls N6 oto 43% twv acBevwy katd tnv 1" epdavion
neyeboc ud 1,2-24¢k, ev pepel mepiyparmtn aAloiwon pe 6louc kat Stadppaypadtia

» Emubnuoloyika sdopeva: <1% OAwv TwV COpKWHATWY, NALKLOKO eVUpoc 1-78 €1,

HEon NALKiat 25 €T, CUXVOTEPA OE YUVOLLKEC

» MNaBoyeveon: XLUOLPLKO Yovidlo ASPSCRI-TFE3 pe pdon wg LeTaypodLKOC apaywy,
nupnvikn €kppaon nmpwteivng TFE3



YV V V

Y

YV VYV

KupeAldiko Zapkwpa twv MoaAokwv Mopilwv

MeyaAou pey£EOoug MOAUYWVLIKA KUTTOPO HE NWOLVOPIAO KOKKLWOEG KUTTOPOTIAQLGILO, GTPOYYUAO
TUPAVA KEVTPLKA 1] EKKEVTPO TOTTOOETNUEVO HUE HLKPO TTUPHVLO

Opyavoeld£g/KUPEALSIKO MPATUTIO OVATITUENG LE KEVTPLKI) OLIMWAELOL CUVOXNAG

MAoUoo ayyelako diktuo (cuxvn ayyeiakn 8it1Onon)

+ SLauyEg kKuttaponAacpa, pafdoedn kuttapa, Peudoadevikdo MPOATUTIO, KUOTELG ME HUEOELOEC
UALKO

EvéokuttaponAaopatikeg KPUOTOAAOELOELG SopEG PAS+ PAS-D+

‘OyKkoL YAwooag: LKPoU HEYEBOUC KUTTOPQ, amouaia ayyeiwv, N KUYPEALSLKO MPOTUTO aVATITUENG
TFE3+ (mupnvikn ékppacn)

Cathepsin K+++

Calretinin (46%)
Desmin (gotiaka)



A)opyavoeldeic pwAeEg ano nwaovodiha kuttapa pe ddBovo kuttaponAaoua B)oupumnayeig
dwAeEC pe KOATIOELSN TpLXoeLd otnv epldEpeta INKUPEAEC LE amMWAELD GUVOXAG OTO
KEVTPO, KUTTAPO E EKKEVTPOUG TIUPNVEG Kal eUKpLVA Ttuprvia A)PAS-D:
eVOOKUTTOPOTIAACATIKEC KPUOTAAANOELOELC SOUEC WHO, Soft tissue and bone tumors 2020



KupeAdiko Zapkwpa twv MaAokwv Mopiwv

WHO, Soft tissue and bone tumors 2020



KupeAdiko Zapkwpa twv Maloakwv Mopiwv- Atadoptkni Atayvwon

Metaotatiko kapkivwpa veppou: CKs+, EMA+, PAX8+, Lotopkd acBevou¢
KotkolOng KOKKLOKUTTOPLKOG OYKOG: amouoia TPLY0ELdLkoU SIKTUOU €VTag Tov oykou, S100++, SOX10++

E€wvedpikog paBdostdng oykog: anovoia TPLXoeLdikou Siktuov evtog tou oykou, CK+, EMA+, desmin-/+,
INI1-

PaBdopuocapkwpa: arnoucio TPLYoeLdkol SiktUou evtog tou dykou, desmin+, myogenin+
MeAavwpo: $100++, SOX10++

PEComa: emuBnAlog1dn KUTTOpa PE KOKKLWOEG KuTTtaponAaocpa, MART-1/Melan-A+, HMB-45+, SMA+,
desmin+

NoapayoayyAiwpa: chromograninA+, synaptophysin+, dev evtoniletou ota akpa

EmiOnAloeidec ayysloocapkwpo: CD31+, CD34+, ERG+



KupeAldiko Zapkwpa twv MoaAokwv Mopilwv
» Ztadlonoinon:
UICC TNM (2020)

» BaBuomnoinon:
xwplic blaitepn atio, vPpnAofabuou LotoAoyikov Pabou

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

» MopAyovteg KOKNAG MPOoyvwong: LeyaAn nAwkia, udé>10ek, mapoucia OIMOUAKPUGUEVNG
HETAOTAONC KOTA TN SLAyvwon, EVTOMLON 6TOV KOPHO



KupeAldiko Zapkwpa twv MoaAokwv Mopilwv

» Anapattnta Atayvwotika Kpuipua:
-Hwowodpiha MTOAUYWVIKA KUTTOPA IE OPYOAVOELOEC/PWAEWSEC TPOTUTIO ALVATITUENC
-NAovoto TpLxoeldiko diktuo Kat evdéokuttaponAacpatikoi KpUuotaAlol
-NupnvikA Betikotnta yia TFE3

» Emibuunta Atayvwotikd Kpueipla:
Avadilataéelc tou TFE3 ) cuvtnén ASPSCR1-TFE3



ALOlUYOKUTTOPLKO ZapKwpa Twv MaAkakwv Moplwv (A2)
(clear cell sarcoma of soft tissue)

ZAPKWHO TWV EV TW BAOEL HaAoKWV popiwv HE KUPEASIKO TpATUTO
avantuénc, peAavokuttaptkn dtadopormoincn Kot apKETA CUXVA Th
ouvtnén
EWSR1-ATF1



ALOUYOKUTTAPLKO ZapKwpa Twv MaAakwv Moplwv

» Evtomion: ota akpa (50% twv MEPLITWOEWV ATIW KATW AKPO, TTOSOKVNLLKNA
apBpwon, mEANa, o€ emadn LE TEVOVIEG-AMOVEUPWOELC), KEaAR-tpaxnAog,
KOPUOG, ormAayyva, N2

» KAwiwkn ewkovo/Makpookorikny Epdavion: Bpadéwc avantuoocopevn palo ya
unvec/xpovia, alyoc-svatobnoia oto 1/3 Twv MEPUTTWOEWV
neyebocg ud 2-5¢ek, onavia >15¢ek, nepiyparmtn aAAoiwon kaotavodatng-Asukodpatng
XPOLAG, OTTAVLO LE EVATTOBEDELC peAavivng

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

» MNaBoyéveon: ouvinén EWSR1-ATF1 oto 70-90% twv MepUTTWoswV (evepyomoinon
TOU €KKLVNTH Tou yovibiou MITF), EWSR1-CREB1 oTLC AOLTTEC TLEPUTTWOELC

» CRTC1-TRIM11: o€ veOMAQOHO TOU SEPUATOC LE TIOLPOLOLA XOPOLKTNPLOTIKA
NEA ONTOTHTA;;



ALOUYOKUTTAPLKO ZAapKwa Twv MaAakwv Moplwv

KaAd meplyparmtog OyKoc evtog
neApatiaiov tévovta o BnAv 18 etwv

WHO, Soft tissue and bone tumors 2020



ALQUYOKUTTOAPLKO ZAapKwHa Twv MaAakwv Mopiwv

» EmuOnAwosidn/atpoaktopopda kKuttapa HE nwolvodlio (ko ortavia SLavyEg)
KuttaponAacpa, pucaAidwdn nupnAva, LOKPOTUPAVLAL

» KupeAbiko npotumno avantuéng pe napovocia Stadppaypatiwv

» MNapoucia moAuntupnVwV ylyaviokuttapwv XQPIZ diayutn Kuttaplky aturnia

» MegAavivn >1/2 twv nepUTTWOoEWV

» Muwoelg <5/10 hpf, vékpwon oto 1/3 twv nepumtwoswv

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



ALOUYOKUTTAPLKO ZAapKwa Twv MaAakwv Moplwv

A)kUTTOpO LE ATILA NWOLVODIAO KUTTAPOTIAQCOL KOLL EUKPLVH TIUPHAVLAL
B)moAumtUpnva ylyavtokutTapo aveU ploKovTal cuxva

WHO, Soft tissue and bone tumors 2020



ALOUYOKUTTAPLKO ZAapKwa Twv MaAakwv Moplwv

I’r';'.'vﬁ"; . i,

Mépoc Twv A epdavilouv
VEKpwON (TapAywv XeLpOTEPNC
TIPOYVWOoNG)

WHO, Soft tissue and bone tumors 2020



ALQLLYOKUTTOPLKO ZApKWHA Twv MaAakwv Mopilwv- Atadopikn Atdyvwon

» Metaotatiko peAavwpo: anovoia EWSR1-ATF1,
napovoia petaAAaewv BRAF

» Movodaolkd cuvoBLaKO CAPKWMOL

» KakonOng oyko¢ amo ta EAuTPO TWV NEPLPEPLKWV
veUpwV: ATpaKtopopda KUTTAPA OE LOKPEC SECULOEC
HE KUMATOELOELC TTUPNVEC, HUEosLldeic meploxEg, Melan-

A-, HMB-45-

» Nelopvooadpkwpa: SMA+, desmin+, caldesmon+



ALQUYOKUTTOAPLKO ZAapKwHa Twv MaAakwv Mopiwv

» Ztadlonoinon:
UICC TNM (2020)

» BaBuomnoinon:
xwplic blaitepn atia, vPnAov LotoAoyikou Babuou

» Ynotponn 40% twv aacOevwv

» Metaotdoelg o€ nveUpova-Aepdpadéveg oto 30-50% twv aacBevwv, epPAvion LETAOTACEWV HETA
ta 10 €tn

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

» MapAayovtec KOKAC TPOYyVwonG: U6>5ek, VEkpwon, AepadEVIK LETAOTAON GTOUC EMLXWPELOUG
Aepdadévec



ALOUYOKUTTOPLKO ZapKwpa Twv MaAkakwv Moplwv

» Anapattnta Atayvwotika Kpuipua:

-DWAeWSEC/SECUEWTO MPATUTIO ALVATITUENC

-Atpaktopopda  WoeLldn KUTTAPA KE AXVA NWOWWOPLAO KUTTOPOTIAQGLOL KOIL EUKPLVN
UpAVLL

-JUXVaA ToAuTtpnva ylyavtia Kkottopa

-Exppacon pedavokuttapikwyv deiktwv (S100, SOX10, Melan-A, HMB45)

-70-90% twv neputtwoswv PEpouv cuvtiéelc EWSR1-ATF1 ot onoiec cupaAlouv otn
Stapopikn dLayvwon oo to HEAAVWHLOL



E€wokeAetiko Muéoeldec Xovdpooapkwpa (EMX)
(extraskeletal myxoid chrondrosarcoma)

ZAapKwpa To onoio xapaktnpiletat oo adpOovo puoeldéc oTtpwua,
rntoAvAoBwtn dtapopdpwon Kat opolopopda KutTapa HE dtataén oe
Xopd£cg, aBpoioelg kat dokideg pe Siktuwtn dtevuBETnon Ko
StapetaBeoelg tov yovibiov NR4A3.

AEN NMAPATHPEITAI XONAPINH AIA®OPOMNOIHZH



E€wokeAeTiko Muéoeldbec Xovdpooapkwua

» Evtomnion: ev tw Badel paAakd pHopla Twv yyuc AKPWY Kt TITUXWV, KOPUOC,
kKePaAR-tpaxnAog, mapaoTtovOUALKA, KOLWALa, TTUEAOG, TLEALOL

» KAwikn ewkova/Makpookorikny Epdavion: pala cuvodeuopevn ano aAyoc-
gvoLcOnoia
pneyalo peyebocg ouvnBwe, evdexouevwe >30ekK, eplyparmtog oykog pe toAvolwdn
eudavion kat LeEAATVWOELG TIEPLOXEC e SladpayuaTLa,
rndavn VEKPpwWOr, KUOTLKOTIoLlNON, alpoppayia

» Ermubnoloyika 6gdopeva: <1% twv capKwpATtwy, LEon nAtkia 50 €tn, omdvia os
rnadLd, edpnPoucg, ©:A 1:2

» MNaBoyéveon: ouvinéelc NR4A3-EWSR1, NR4A3-TAF15 oto >90% TwV MEPUTTWOEWV
Ol ZYNTH=EIZ AYTEZ AEN ANEYPIZKONTAI ZE AAAA ZAPKQMATA
Ol XLMLOLPLKEC TIPWTEIVEC elvall EvEPYOTIOLNTEC TNC LETAYPADNC



E€wokeAeTiko Muéoeldec Xovdpooapkwpua

A)KaAa adpoplopevoc oykoc pe Ppevdokada kot AoBLwdn
apXLTEKTOVIKA HE vwdn Stadpayuadtia B)BEoelg
KUOTLKOTIOLNONG, allpoppayilac, VEKpwong

WHO, Soft tissue and bone tumors 2020



E€wokeAeTiko Muéoeldbec Xovdpooapkwua

» MoAvolwdec/moAulAoBwTto mpotuno avantuéne (urtokutTapLkAd AoBLa) LeE apouocia
Stadppaypatiwv

» KiUttapa JE pikpn MoootTnNTa NWoVOPLAOU-KEVOTOTILWSOUC KUTTAPOTTAACOTOG,
OMOLOpoPPOUC 6TPOYYUAOUG-WOELOELC MUPAVEC, EMMAKELS MPOCGEKPBOAEG, oxnuati{ovtog
XO0POEC, LKPEC aBpoioelg, ouvOEONEVEG HOKIOEC

» AdOovo puéoeldég otpwpa, XQPIZ IXHMATIZMO XONAPOY

» MwKpn prtwtikn dpaotnplotnta

> IMAVIwC EVOOKUTTOPOTAACHATIKA EYKAELoTA iknv paBdosldwv KutTtApwv
» € Alyec mepmtwoelg avénuévn kuttapofpifeia, Aiyo otpwpa kot uPNASBaOUNG
endaviong emOnAoeldnc popdoloyia

» S$100+ (20% twv neputtwoswv), ckit+ (30% twv neputtwoswv), synaptophysint, NSE+
» INI1- o€ kUTTapa pe paBdoeldn popdoloyia



E€wokeAetiko Muéoeldeg XovbpooapKkwpa

A)olwdnc apyltektovikn He vwdn Stadppayudtia B)adBovo puoeldéc
oTpwHA Kal XopSEC opolopopdwy KutTtapwy lMNapouvcia atpaktopopdwy
KUTTAPWV A)oupumayeic KUTTapLKEG abpoloelg (AA emBNALAKO VEOTIAACQ)  WHO, Soft tissue and bone tumors 2020



E€wokeAetiko Muéoeldeg XovbpooapKkwpa

B AN 2
R e I 55

oot

KuttapoBpbng unotumog: pkpn Napouoia paBdostdwv kuttdpwv (INI1-)
oooTNTA EVOLAUECOU CTPWHOTOC
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E¢wokeAetiko Muéoeldec Xovdpooapkwpua- Aladopikn Aldyvwaon

Muéoeld£c Aumoodpkwpo: tapovoia AtnofAactwy
O0oTEOTMOLOUEVOG LVOHUEOELONG OYKOG

'OyKOC €K LUOETILONALAKWY KUTTAPWV

METOOTATIKO KAPKIVWHLOL

MeAavwpa

EmiOnAloeld€¢ oapkwpa eyyuc TUMoU

Ossifying fibromyxoid
tumor

Soft tissue
myoepithelioma

S-100
Protein

R

+++

Keratins = Epithelial Desmin
Membrane
Antigen
rare rare +
+++ e -

Extraskeletal myxoid
chondrosarcoma

I+

= rare o

Hornick, Practical Soft Tissue Pathology, 2019



E€wokeAeTiko Muéoeldbec Xovdpooapkwua

» Ztadlonoinon:
UICC TNM (2020)

» BaBuomnoinon:
Xwpic Wlaitepn atia, vPpnAouv otoAoyikol Babuou

» Makpoxpovn enmiiwon nopd TNV aAvantuén HETACTACEWV

» MeTaoTAoeLg o€ MVELpOVA GUVRO WG

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

» Moapayovteg KAKAG MPOoyvwong: LeyaAn nAwkia, pd>10ek, eviomion eyyug, auénnévn

KuttapoBpiBela kat atunia, mapovoia papfdoedwv kKuttdpwv, cvvinén NR4A3 pue non-EWSR1
partner (LnAotepnc KakoNOeLOC LOPDHOAOYLKA XOLPAKTNPLOTLKA)



E€wokeAeTiko Muéoeldbec Xovdpooapkwua

» Anopattnta AtayvwoTtika Kpupula:
-KOttapa pe Ama atumial Kot NWowodLAo KUttapomAacuo Statetaypéva o XopdEC
S0KIOEC EVTOC MUEOELBOUC UTIOCTPWATOC

» Emibuunta Atayvwotikd Kpueipla:
Yuvtnéelc tou NR4A3



AeoponAaotikoc Mikpootpoyyulokuttoplkog Oykoc
(AMZO)

(desmoplastic small round cell tumour)

ZAPKWLLOL TO OO0 XapaktnpileTal oo HIKPA 6TPOYYUAA KUTTAPO OE
£€vtova 6EGLOTANGTLKO UTTOCTPWLOL KOLL TNV TTAPOUGCLA TOU XLHLOLPLKOU
yovidiov EWSR1-WT1.



AeopornAaoTtikoc Mikpootpoyyulokuttoplkog Oykoc

» Evtomnion: kothia, onttoBoneptovaro, mUeAo¢, TOAAANAEC EPPUTEVOELG OE
EMLMTAOUV, MEPLTOVALO, OTIAVLEC EVTOTILOELG: OWPAKLKN KOWAOTNTA, TTAPAOPXLKA

» KAwikn eikovo/Makpookorikny Epdavion: cupntwpata cUpudwva JE TNV EVIOTLON
MoAAamAol 6oL TnG mepLtovaikng emLbAVELNC, CUXVA EVOC LEYOAUTEPOC KOL TT
rnioAAamAol Sopudopot

» Emudnuoloyika sdopceva: maldLd-veol eviAikeg, 3" dekaetio, KUpLwG o Appeva
(>85% twv acBevwv)

» MNaBoyeveon: ouvinén EWSR1-WTI1, avamtuén otnv neptovaikn emidAveLD LLE
gvtovn €kdppaon tou yovidiov WTI katd tnv eUPpulkn NALKLa, €K TOU EVOLAUECGOU
HecodEPUATOC, O LETABOON ATIO TO PECEYXU A O €TLONALAKO OTOLXELO (OTTWC TOV
AMZO)



AeoponAaoTtikoc MikpootpoyyuAokuttaplkoc OyKoc

Mia kUplo pala kot TtoAAamAEC SopudOpEC
HLA{EC ULKPOTEPOU peYEBOUC

WHO, Soft tissue and bone tumors 2020



AeopornAaoTtikoc Mikpootpoyyulokuttoplkog Oykoc

> Zadeic KUTTAPLKEC PWAEEC EVTOC Evtova SEGHOTIACCTIKOU UTTOGTPWHOTOC

» Opowopopda Hkpou peyEBouc KUTTAPO, OTPOYYUAQ (oTtaviwg
emOnAosidn/atpaktopopda) HE BaBuxpwHATIKO VPRV KOl EAAXLOTO
KUTTOpOTMAaopa HE acadn KUTTAPLKA OpLa

> Ztpwpa pe adpOovec wwoPAaotec/puuoivoBAdaoteg ko ayyelofpifsia

» MOavi KeVTPLKN VEKPpWON, KUOTLKN €KPUALON

» APOoVEC UTWOELG, VEKPWON HLOVIWV KUTTAPWV

> Inaviwg evéoKuTTtopomAaopaTIKA EYKAELoTa iknv paBdostdwv kuttapwv/
EMONALAKECG SOUEG SIKNV POLETTWV-UOEVIKWV CXNUOTIOUWV

» € AlYEC MEPLMTWOELC HEYAAUTEPA KUTTAPOA, OLUENUEVOC TIAELOUOPPLOUOG

» OETIKOTNTA YLa TLOLKIAOUC ETILONALOLKOUC, LWUOYEVELC KOl VEUPOYEVELC SELKTEC

> (+) WT1 (mupnvikni xpwon €vavtt Tou c-apvoteAtkou akpov), EMA, CKs, desmin
(mapanupnvikn kuttapomAacpatikn xpwon), NSE, CD56

» (-) myogenin, MYOD1




AgopOTIAQOTLKOC MLKPOGTPOYYUAOKUTTAPLKOC OyKOC

A)dwAe€c motkilovu peyeBouc evtog 6eOUOTAACTIKOU CTPWUOATOC
B)oupumayEc mpOTUTO aVATTTUENG

WHO, Soft tissue and bone tumors 2020



AeoponAaoTtikoc MikpootpoyyuAokuttaplkoc OyKoc
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A)ALNBNTLKO MPOTUTIO E TIOPOU GO LOVWV KUTTAPWV B)UIKPA 0TPOYYUAQ KUTTOPO
XwpLc Wblaitepo mAelopopdlopd MNnapouaoio poleTtwy A)ECTLOKN VEKPWON
E)omelpapatoetdn tpxoetdn Z)emBnALlakeg SoUEG Pe mapouaia adeVIKWV

OXNUATIOHWY
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AeoponAaoTtikoc MikpootpoyyuAokuttaplkoc OyKoc

WHO, Soft tissue and bone tumors 2020



AeoponAaoTtikoc Mikpootpoyyulokuttaplkoc Oykoc- Aladopikn Atdyvwaon

» Zapkwpo Ewing: CD99++, CKs-/+, NKX2.2+, desmin-, EMA-
» PapBéopvoocdapkwpo: myogenin+

» Ounada adiadoponointwv oTPOoYYUAOKUTTOPLKWV
CAPKWUATWV



AeopornAaoTtikoc Mikpootpoyyulokuttoplkog Oykoc

» Ztadlonoinon:
UICC TNM (2020)

» BaBuonoinon:
Y¥nAou otoAoyikov Badpou
» Méon eruBiwon 17-25 pAveg

» 5etn¢ emBiwon 10-15%



AeopornAaoTtikoc Mikpootpoyyulokuttoplkog Oykoc

» Anapattnta Atayvwotika Kpuipua:
-OWAEECG KPOU HEYEOOUC OTPOYYUAWV KUTTAPWYV EVTOC SECUOTMAAOTIKOU GTPWHLOTOG
-OQetikotnta yra CK, desmin (otikto npotumo), kat WT1 (avticwpa yia to C-terminus).

» Emibuunta Atayvwotikd Kpueipla:
Avadilataéelc tou yovidiou EWSR1 A mapouaoia Tou xLpotptkou yovidbiov EWSR1-WT1



E¢wvedpkoc PaBdoeldbnc Oykoc (EPO)
(extrarenal rhabdoid tumour)

Zapkwpa tnS Beedknc-matdik¢ nAkiag, To onoio yopaktnpiletal ano
OTPOYYUAQ/TTOAUYWVIKA KUTTOPA HE NWOLWVOPLAO KUTTOPOTIAOLCLAL ME
EyKAeLota diknv UAAOU, EKKEVTPOUC TIUPNVEG KoL LOKPOTIUPRVLA KOl
anwAsla Ekppoaong twv SMARCBI1 (INI1) / SMARCA4 (BRG1).



E¢wvedpikoc PaBdoeldnc Oykocg

» Evtonion: ev tw BadeL palakd popla tou Kevipikov afova (Aotpog,
noPoomovSOUALKA, epiveo, KOWALa, omiaBomnepitovatro), akpa (LNPog), Sépua,
omAayxva (Wbiwg Amap)

» KAwikn ewkovo/Makpookorikry Epgavion: Taxéwes avantuooopevn pada Kot
avaAoya YE TNV EVTOTILON, EKTETAMEVN VOOOC ota BpEdn
Oykol >5ek ywpic kaya, pe cuvodO ALLOPPAYLKH KOL TINKTLKI VEKPWON

» EmudnoAoyika 6£60EvVa: EEALPETIKA OTIAVLIOC OYKOC Bpedwv Kal TodLwv
Ye Bpedn-veoyva, CUXVOTEPOC ATTO TOUC aAVAAOYoUC OYKOUC Tou vedpoU Kal Tou
geykedpaiou



E¢wvedpikoc PaBdoeldnc Oykocg

» AttioAoyia: OlKoyeveic epLMTWOELC YE Ttopoucia germline petaAAdéewv oto yovidlo
SMARCB1
-Germline petaAAagelc tov SMARCBI oto 13% twv aacBevwv og EPO
-AcBeveic pe germline petaAAdéelc tov SMARCBI avantucoouv EPO otnv mpwiun
rnadikn nAkia kat epdavidovv avénuevo Kivouvo avamtuéng Kot AAAwWV OYKwV
HoAaKwV popiwv (ofavvwpata)
-2€ TIOAU HLKPO TTOOOOTO TWV acBevwy umapyouv petarlaéelc tov SMARCA4

» MNaBoyeveon: opoluyn amnevepyonoinon tov SMARCBI1



E¢wvedpikoc PaBdoeldnc Oykocg

> Pafdosidn kuttapa He eVUEYEDELC oTPOYYUAOUC-VEDPOELSEIC MUPAVEC, EUKPLVA
nupnvia kat adOovo kuttapomAacua, Kot mlavn anwAgla GUVOXAG

> Napanupnvikd nwowvodiha PAS+/PAS-D+ valoeidn EykAslota 1 odatpidia

> Zuunayeic aBpoioelg/dokideg

» Ztnv nepidpépela SinONTIKNA avantuén Siknv Hovwv KUTTAPpWV

» AdBovec ptwoelg, amovoia mupnvikoL AslopopdLopou

» MNeputtwoelg pe adiadopornointa otpoyyuvAd kuttapa Kat Aiya paBdoeidn kuttapa

> INI1-

> (+) EMA, CKs

» +CD99, synaptophysin, MSA, S-100

» ZuXvn €kppaon Twv popiwv Twv epPpuitkwyv totwv SALL4, glypican3



E¢wvedpikoc PaBdoetdnc Oykoc

A)pafdoeldn kuTTOPA HE NWOLVOPLAO KUTTAPOTIAQGHO TO OTIOL0 TIEPLKAELEL UOAOELON EYKAELOTA
KOl EKKEVTPOUC TTUPNVEC LE eUKPLVA Ttupnvia B)pafdoeldn kUTTapa HE AMWAELX TNG CUVOXNC
MNadladoponointa pikpd oTPoyyuAd KUTTAPA O OYKO TOU ATIATOC

WHO, Soft tissue and bone tumors 2020
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E€¢wvedpikoc Padoeldng Oykoc
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E¢wvedpikoc PaBdoeldnc Oykoc- Aladopikn Alayvwaon

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

Poorly differentiated chordoma
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 PaBdoeldnc Oykocg

» BaBuomnoinon:
Y¥nAou otoAoyikovU Badpou

» 5etnN¢g emBiwon <15%

» H nnatikn evtonion ocvuoxetiletal He Xepotepn emPBiwon



E¢wvedpikoc PaBdoeldnc Oykocg

» Anopattnta AtayvwoTtika Kpupula:
-Awpn N paBdoeldnc popdoloyia
-AnwAegila ékppaong tov SMARCB1 (INI1).



Oykol ek Meplayyetakwyv EmBnAtoetdwv
Kuttapwv (PEComas)

NMeplayyetoka emOnAtostdn KutTapa: WLaitepn Kotnyopia
EMONALOELO WV KUTTAPWV OE OTEVI) OXEON LE TO AYYELOKO TOIXWHO, ME
Ekppaon LEAAVOKUTTAPLKWV SELKTWV KOl SELKTWV AELWV HULKWV VWV

Ou oykol givan eite afEBaing eite kakonOoug BLoAoyLlkAC

ocuuneplpopag
ZUVWVUMO: EmOnAloeld£c¢ ayyelopuoAinwpa



Oykol ek Meplayyetakwyv EmBnAtoetdwv
Kuttapwv (PEComas)

» Evtomnion: §ev UTIAPXEL XOPOKTNPLOTLKI OLVOTOLLLKI) EVTOTILON

» KAwikn ewkovo/Makpookorikny Epgavion: avwduvn pala, KaAd eplyparmntn e
neon o 5-8ek, oL Oykol evtomi{OpeVOL 0To SEPUA EIVOL UKPOTEPOU EYEDOUC

» Emudnuoloyika sdopeva: peon nAkia epdavionc 45 €tn, 0:A 1:0,2

» MNaBoyeveon: anwAeLla etepoluywTtiag Tou yovidiouv TSC2 (cuoxetion pe olwdn
okAnpuvon), petaAdéelc tou TP53 0To 63% TwV MEPLOTATIKWY aAutwv/
-ULKPOTEPO TTO0O0OTO (15%) Oykwv PpEpouv cuvtnéels tou TFE3 (TFE3+
KOLL VOO OLOTOYNLKA)



Ovykol ek Meplayyetakwyv EmBnAtoetdwyv Kuttapwv (PEComas)

EnmiOnAloeidn kuttapa pe apOovo KOKKLWOEG ] SLAUYEG KUTTAPOMAAOHO, CTPOYYUAG MUpAvVa e
MLKPO TtUPNVLO Kot PWAEWSEC MPOTUTO AVATTTUENC

NépLE twv pwAewv napovoia TpLYoELdWV
2€ OPLOMEVOUC OYKOUC ATPOKTOMUOPPOC KUTTOPLKOC MANOUOHOC

ZuvnNOwc (aAAA OYL TAVTOL) TTEPLAYYELAKO TTPOTUTIO OLVATTUENC, OVTIKOOLGTWVTOC TOV OLlYVELOKO
OlVAO

2KANPUVTLKOC UTIOTUTIOG: XOPOEC-60KIdEC KUTTAPWYV O £viova KOAAOLYOVWOEC OTPWHA

MBavi cupunAaopLIKOU TUTIOU HeTaBoAn: moAuntupnva KUTTapo LE TAELOHOPPLONG, OUWCE XWPLG
QUENMUEVO OLPLOUO HLTWOEWV



Ovykol ek Meplayyetakwyv EmBnAtoetdwyv Kuttapwv (PEComas)

» KakonOsc PEComa:
Mapovuoia avéNUEVNC LITWTLKAG SpaotnplotnTog, VEKPWONG KoL TUPNVLKOU
nAelopopPpLlopou, dindntikn avamntuén

» PEComa pe avadiataén tov TFE3:
KU eAOLKO potuno avantuéne, emOnAloeldn kuttapa, napovoia
HeAavivng




Ovykol ek Meplayyetakwyv EmBnAtoetdwyv Kuttapwv (PEComas)

» Avoocodalvotunog
. HMBA45, Melan-A, MITF+ (Lo cuxvi otou¢ emOnALosLldeic mapa Touc atpaktopopdouc

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

» PEComa pe avadiataén tov TFE3:
TFE3+, (-) yia 8€IKTEC AELWV MUKWV VWV



Ovykol ek Meprayyelakwyv EmBnAtostdwv Kuttapwv (PEComas)
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KUTTapa pe adBovo SlauyEg
KUTTAPOTIAQOHO [N)TIPOTUTIO UKPWV PWAEWYV, KUTTAPA LE ULKPOU HEYEOOUC OTPOYYUAD
nupAva Kat SLauyEc kuttapomhaopa A)abpoloslc vEOTTAOCOUATIKWY KUTTAPWY
E)atpaktopopdn popdoloyia WHO, Soft tissue and bone tumors 2020



Ovykol ek Meprayyelakwyv EmBnAtostdwv Kuttapwv (PEComas)
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Ovykol ek Meprayyelakwyv EmBnAtostdwv Kuttapwv (PEComas)
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KakonBec PEComa: A)emiBnAloeldn kuttapa pe Soktdwdeg
T(POTUTIO OVATTTUENC, SLOUYEC KUTTAPOTIAQCA, TTUPNVLKA aTUTILA
Kol ptwtikn dpaoctnplotnta B)kuttapa pe KOKKwdEC NwovodpLAo
KUTTOPOTIAOQLO LD, EVTOVN TTIUPNVLKH OTUTTLAL KOl TTOAUALPLOLLEC
ULITWOELG

WHO, Soft tissue and bone tumors 2020



Ovykol ek Meprayyetakwyv EmBnAtostdwv Kuttapwv (PEComas)

[

PEComa pe avadiataén tov TFE3: pwAewdEeC KAl CUUTIOYEG

J 4

1

4

N KUTTAPO PE LETPLO TTIOCOTNTA

KOKKLWOOUC KUTTAPOTIAACHATOC

¢ng, emBnAloeld
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TTPOTUTIO avaTttu

WHO, Soft tissue and bone tumors 2020



Ovykol ek Meprayyetakwyv EmBnAtosdwv Kuttapwv (PEComas)
- Atadopikn Alayvwon

If an Epithelioid Component Predominates

Metastatic carcinoma

Metastatic melanoma

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

Alveolar soft part sarcoma

Epithelioid leiomyosarcoma

Epithelioid sarcoma (especially proximal type)
Epithelioid myoepithelioma

Epithelioid 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 EmBnAtoetdwyv Kuttapwv (PEComas)

» Mpoyvwaon yla KakonOeLg oykoug:
MeyeBoc >5ek cuoxeTL(ETOL LE UTIOTPOTIN

-Metaotaoslc o Nrap, AeudpadEVEC, MVeU IOV, 0OTA



Oykol ek Meplayyetakwyv EmBnAtoetdwyv Kuttapwv (PEComas)

» Anapattnta Atayvwotika Kpuipua:

-EmiOnAosdn ka/n atpaktopopda KUTTAPO HE KOKKLWOEG NWOLVOPLAO £WC SLOWUYEG
KUTTOPOTA QOO

-OwAewdeg, SOKLOWHEC | CUMMAYEC TPOTUTIO AVANTUENG LE CUXVA TLEPLOYYELAKO

TIPOGOVOTOALOLO
-NowkiAn cuvékppaon HEAQVOKUTTAPLKWVY SELKTWV Kot SELKTWV AELOG LULKAG

Sdtadpoponoinong

» EmBupunta Atayvwotika Kpttipo:
Oetikotnta ya TFE3 gav eiva apvntikol ol deikteg Aetac pukng dtadopomnoinong



2apKkwpa ek Twv Kuttapwv tou Eow Xitwva twv MeyaAwv
Aptnplwv (ZKEX)

(intimal sarcoma)

2APKWLOL TO OTTOLO AVATNTTUOOETAL OTLC MEYAAEC aApPTNPLEC TNG
OUOTNMATIKAC KO TNG MVEVHOVIKAC KUKAOodopiac kaBwc Katl otnv
KopSLA, LE TNV LOLALTEPOTNTA TNG EVOOUALKNAG aAVAITUENG, TNG
anodppaénc tov auvAol tou MPooBaAAOUEVOU OYYELOU KOl TNG
xopnynong epBoAwv ota nepLpePLKA Opyava



YAapKwpa €K Twv Kuttdpwyv tou Eow Xttwva Twv
MeyaAwv Aptnplwv
» EVTOTLON: MVEULOVLKEG aptnpieg, SOUEG TG Kapdlag (aplotepn Kapdia, MVEULOVLIKN
BaABida, onpeio ouvdeonc tng 6€€LAC KOWALOC LE TNV TIVEUOVLK apTnpia), aoptn
(kupiwg KotAtakn). AOnon Twv MVeELUOVWY N PETAoTOON O TTooooTo 40%, 20%
Staomopa og KNZ, 6€pua, Aepdadevec

» KAwikn ewkovo/Makpookorikny Epdavion: KAk epdavion oxetll{OpevVn LE T
€UBoAa, ouyxva dlayvwon peta Bavatov

Oykot opotalovtec Bpopupouc, mBaveg Beoelc ooteomoinong

» EmuénuoAoyika 6€6oEva: EEQALPETIKA OTIAVLIOC OYKOC, AVATITUEN OTOL TIVEU LOVLKAL
ayyeia pe SUTAAoLo cuxvOoTNTA OE OXECN UE TNV AopPTh

» MNaBoyeveon: evioxvon twv PDGFRA, KIT, EGFR, MDM2



YapKwpa €K Twv Kuttapwv tou Eow Xitwva twv
MeyaAwv AptnpLwv

» '0ykoc xounAng dtadopormoinong

» MEtpla £we Evtova Atumna atpaktopopda Kuttapa He APOOVEC LITWOELS, VEKPWON Kol
TUPNVLKO MAELONOPPLONO

» MBavn mapouvoia LUEOELBWV TEPLOXWV EMONALOELOWV KUTTAPWV, ETEPOAOYNG
Xovépvne N ootévng dtapopomnoinong, R otoweiwv paBdopuocapKwWLOTOG-
OlYYELOGOLP KW LOLTOG

» SMA+
» desmint
» MDM2+ ot0 70% TWV MEPLNMTWOEWV (EVpNUA LE SlayvwoTikA Xprnon)

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




YAapKwpa €K Twv Kuttapwyv tou Eow Xitwva Twv
MeyaAwv AptnpLwv

A)TUAN tveLpova
aoBevouc pe
anodpoaén tou
aUAoU NG
TIVEULOVLKNC
aptTnpLog amo
VEOTTAQLOLOLTIKO LOTO
B)Evbaptnpektoun
TIVEULOVLKNAG

aptnpiag

WHO, Soft tissue and bone tumors 2020



A)ETEKTAON TOU OYKOU EVTOC EVOOTIVEU LOVLIKWV KAAOWV TNC MVEUUOVIKAC apTtnpiog
B)uuéoelbec otpwpa, ATl KUTTOpoPpiBela Nekova OpoLa e AELOLLUOCAPKW QL

A)ayyelakog auAOC TEPLKUKAWUEVOG OO VEOTIAACLOTIKA KUTTOpO
WHO, Soft tissue and bone tumors 2020



YAapKwpa €K Twv Kuttapwyv tou Eow Xitwva Twv
MeyaAwv Aptnplwv

WHO, Soft tissue and bone tumors 2020



YapKwpa €K Twv Kuttapwv tou Eow Xitwva twv
MeyaAwv AptnpLwv

»5etnc emBiwon:
-5-9 nnvec (aoptikn Evtomnion)

-13-18 pnvec (evionion ota MVEVMOVLKA ayyeia)



YAapKwpa €K Twv Kuttdpwyv tou Eow Xttwva Twv
MeyaAwv Aptnplwv

» Anapattnta Atayvwotika Kpuipua:

-Evtonon €vtog Tou aulAol PeyAAoOU AYYELOU TNG MVEUUOVIKAG 1 TNG GUOTNUOTIKAG
KukAodopiag i EVIOC TwWV KOLAOTATWY TG KopdLag

-YYnAn¢ kakonOeLag popdoloyia, Le | XwPLg TNV Nopoucio ETEPOAOYWV GTOLXELWV

» EmBupunta Atayvwotika Kpttipot:
Evioxuon tov MDM?2



Adladopormointo apkwpua (AZ)
(undifferentiated sarcoma)

ZAPKWHA yLa TO onoio &€ draniotwvetal (e TLG UMAPXOVCEC
SLayvwoTIKEG neBodouc) avayvwpiolpn ospd dtadoponoinong.

-AntoteAei AIATNQZH E= ANOKAEIZMOY, mapad tavta £XeL TPOKUYPEL
opadomnoinon €K TWV YEVETIKWV EVPNUATWV

-AEN NMEPINAMBANONTAI AMOAIAOOPOMNMOIHMENEZ MEPINTQZEIZ
AANQN ZAPKQMATQN



AdLadopomointo ZapKkwua

» Evtonion: omowadnmnote

» KAwikn ewkovo/Makpookorikny Epdavion: Ssv umapyouv e8LIka
KALVIKO/LOLKPOOKOTILKAL EUPHLOTOL

» Ermubnuoloyika 6edopeva: 20% OAwV TwV COPKWUATWY, Epdavi{Opeva o€ OAEG TLC
nAwiec (otpoyyulokuttapikn popdoloyia ocuxvotepa o€ VEOUC 0loBEVELC Kol
TaELlvONON O O0XEoN KE TNV KUPLA yovISLaKN Toug avwpaAla,
nAslopopdn popdoloyia: peyaAutepeg nALKLEC)

» MNaBoyeveon: ocuvBeTOL KapuOTUTIOL



AdLadopomointo ZapKkwua

» MNAswopopdou timov (cuxvotepn katnyopia): yiyavtia nAsopopda KUTTOpa XWPLc
LOLALTEPO TPOTUTIO AVATITUENG

2HMANTIKOZ O EAENXOz ME MYOTENEIZ AEIKTEZ (SMA, desmin, caldesmon) lNA

THN NMNIGANOTHTA NAEIOMOP®OY AEIOMYOZAPKQMATOZ

> Atpaktopopdou tunou: atpaktopopdn popdoloyia, apdidilo/nwaowvodpio
kuttapornAaopa (AA arnodiadopononpévo ALMOCAPKWLOL)

> 2TPOYYUAOKUTTAPLKOU TUTTOU

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




Adladopormointo Zapkwa

A)AdLadopormointo MAseopopdo Zapkwpa amoteAoUUEVO o MAELOHOpPA KAl ATPOaKTOpopPa
kKOTTapa e adpBoveg pitwoelg B)Adtadopormointo Atpaktokuttoplko Zdapkwpa MNASltadopormnointo

MuwkpootpoyyuAokuTTapLko Zapkwpa A)AdSladopormointo EmOnAlosldec Zapkwpa
WHO, Soft tissue and bone tumors 2020



AdLadopomointo ZapKkwua

» Ztadlonoinon:
UICCTNM (2020)

»BaOuomnoinon:
2uvnOwc uPnAoBabdpuou totoloyikou Babuou

» OL MEPUMTWOELC ME EMONALOELON popdoAoyia £Xouv Lo EMOETIKNA KALWVIKA
nopeia

» MAswdpopdou tumou AZ Tou KOPHUOU KOl TWV AKPWV: 5eTAC emBiwon xwpic
HETOLOTAOELC 83%

» EnBiwon oe mawdiatpikouc acOeveic (aveéaptitwe popdoAoyiac): 70-75%



AdLadopomointo ZapKkwua

» Anapattnta Atayvwotika Kpuipua:

-ATPOKTOKUTTOPLKN, EMONALOELONG, KoL HIKpOOoTPpOoyyUAoKuTTOpLKN popdoloyia
ouvNOWC LE EVTOVN KUTTOPLKN aTuTtia

-Anouoia otoleiwv utodeilkvuoviwyv dtadoponoinon eite poppoAoyika eite
OLVOOOLOTOXNMULKA

-Antoucia TaBoyvVWHOVIKWY HOPLOKWV OVWHOALWV



uumnepaopatika — Muéoelbeic Oykol
Myxoid Tumors of Soft Tissue
Benign

Ganglion cyst

Intramuscular/cellular myxoma Zto LXE ia Z N uthle yLla TN
Juxtaarticular myxoma ’ ’
Dermal nerve sheath myxoma AlaCbOlen Alavvwcn .

Superficial acral fibromyxoma (digital fibromyxoma)
Superficial angiomyxoma

Deep (“aggressive”) angiomyxoma

Myoepithelioma

Ossifying fibromyxoid tumor (usually) -K UTTapoO B P ’le e
Intermediate —I'IUpr']VLKr'] Aturia

Myxoinflammatory fibroblastic sarcoma -Mo P d) O}\OV (,a AVVE i,(L)V
Malignant ZTpd) HATOCG

Myoepithelial carcinoma

Ossifying fibromyxoid tumor (rarely)
Myxofibrosarcoma

Myxoid liposarcoma

Extraskeletal myxoid chondrosarcoma

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



Yuumnepaopoatika — Mikpootpoyyulokuttapikol Oykot

AA
-2Aapkwpa Ewing

O AeCHOTAQLGTLKOG
MKPOOTPOYYUAOKUTTOPLKOG
Oykog sivat H MONH aro
OLUTEC TLC OVTOTNTEC UE
SeoOTAQOTLIKO
untoctpwpa!!!!

-Kupehdikou tumou PaBdopvoocdpkwpua

-AeOHOTIAQOTIKOC MLKPOOTPOYYUAOKUTTAPLKOG
Oykoc¢

-Opada Adladopormointwyv ZTPoyyUAOKUTTAPLKWY
ZOPKWHATWY WT1!!!

-Ntwyxnc Atadopornoinong ZuvoPLako 2AapKwol

-MeAavwpal




Jupmnepaopatika — Oykol pe EmBnAioedn-Pafdoedn
MopdoAoyia

If an Epithelioid Appearance Predominates Mesenchymal Lesions That Frequently Display a Rhabdoid Phenotype
Carcinoma (squamous cell carcinoma) Malignant rhabdoid tumor (renal and extrarenal)
Melanoma Epithelioid sarcoma (conventional and proximal-type)

SMARCA4-deficient thoracic sarcoma
Epithelioid angiosarcoma

Perivascular epithelioid cell tumor/epithelioid angiomyolipoma
Poorly differentiated chordoma
Mesenchymal Lesions That Occasionally Display a Rhabdoid Phenotype

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

AMNAPAITHTOZ O EAEMNXOz lNA INI1, BRG1 Tisus Patnoloay, 2019



