NeomAaopata Malokwv Moplwv pe
EmiBnAtoedbrn Mopdoloyia

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



EmiBnAtosdec Kottapo

2TPOYYUAQ, TIOAUYWVLKA 1] WOELOH KUTTAPA LLE OTPOYYUAO EVUEYEDN TTUPrIVAL
OUXVA LE EVUKPLVEC TIUPAVLO Kol AdpBovo nwaovodpLAo f SLauvyeg
KUTTOPOTIAQLO L
» [MowiAa apxLteKTOVIKA TPOTUTIAL: GWAEWSOEC, cupTayES, SokIOWHEC,
adeVLIKO



Awadopikn Atayvwon EnOnAioetdwv Oykwv

Kapkivwpo
N\E Lbwpa (avarniactiké CD30+, MAAGUABAACTIKG, SLAXUTO peyaAoKUTTOPKO B Aéudwpa)
MeAavwpa

A PKWHLOL
Inaviotepa: npwtonadeic N petaoctatikoi Oykot ek Mevvntikwv Kuttapwyv, NapayayyAiwua,
Adsvwpatoetdnc Oykoc, MeocoOnAiwpa, Oykocg Leydig/Sertoli, E§wpueAikoc Mugloetdric Oykoc

(XAwpwpa), lotiokuttopkEG AANOLWOELG



EmiOnAlosdeic Oykot MaAakwv Mopiwv

- EMIONALOELOEC ZaApKWHA
- EmiBnAloeLdeic Ayyerakoi Oykol (Alpayyeiwpa, AtpayyetoevéoOnAiwpa, AyyELocApKWLA)
- EmiBnAlocLdeic NMowkidieg Oykwv armno ta EAvtpa twv Nepidpepikwv NeUpwv (kaAonOeLC - KakoROELC)

- EmiBnAoeideic NMNowkiAieg Oykwv Aciag Muknic NMNpoéAeuvong
(EmiOnAloedég Astopvoodpkwpa, EEwyaotpevteplkol oTpwpaTIKOL OYKOL)

- Kupehdiko Zapkwpa twv MaAakwv Mopiwv

- EEwvedpikoc PaBdostdnc Oykoc

- NMeprayyetakog EmBnAiostdnc Oykoc (perivascular epithelioid cell tumor, PEComa)
« ZKANPUVTIKO EMONAL0Ed£C IvooapKwpa

« ZuvoBLako Zapkwua pe dipaoikn popdoloyia

- MuoermiOnAiako Kapkivwpuo

- Xopdwua

- Owpoakikog Adtadopornointoc Oykoc pe AnwAeia Ekppaonc tov SMARCA4 (SMARCA4-deficient
tumor)



Ovykot MaAakwv Mopiwv ot ortoiot eveEXETOL VAL
gxouv EmiOnAoeidn Mopdodoloyia

- MuéoivooapKkwpo

- MAewopopdo Atnoocapkwpa (EmONALOELON G TTOKIAL)

- AnodLladopomnonpévo ALMOCAPKWHA LE EMUEPOUC eEMONALOELSN popdoloyia
« AeoponAaotiko¢ Mikpootpoyyulokuttapikog Oykog

+ ALOLUYOKUTTOPLKO ZApKwHa Twv MaAakwv Mopiwv

- EEwokeAetiko Muéoelbéc Xovdpoaodpkwua

- Pafdopvocapkwpa

« QAeypovwdng MuoivoBAaoctikog Oykog

« ZapKkwpa ek Twv Kuttapwv touv Eow Xutwva twv MeydAwv Aptnpwwv (Intimal
Sarcoma)

Hornick, Practical Soft Tissue Pathology, 2019



MNa tn Atadopikn Ardyvwon sivart eEALPETLKA ONUOVTLKO TO KALVLIKO urtdotpwpo!!!

(pUAo Kkat nAkia acBevouc, evtomion, HEyeBoC aAdoiwong, KALVLKO LOTOPLKO)

‘Oykoi ov gpdavifovrar o BpEdn kot Moudia

- E§wvedpkdg Papdoerdng Oykog

'Oykoi ov gpdavifovroal o EPrifouc kot NEoug
EVAALKEG

« ZUVOBLOKO ZapKwWUQ

- EmuOnALosld£¢ Zapkwpa

« KupeAdiko Zapkwpa twv MaAakwv Mopiwv

« AgOUOMAQOTIKOGC MKPOOTPOYYUAOKUTTOPLKOG OYKOG
« AlouyoKUTTAPLKO ZapKwpa Twv MaAakwv Mopiwv

- Kakonfn¢ Oykog amno ta EAvtpa twv MNepidepikwv
NeUpwv, emBNALOELONG TTOKIA L

‘Oykoi ov gpdavilovral oe Meéong HAkiog Kot
HAWwwpévoug

Muéoivocapkwpol
MAswopopdo Autoodpkwpa (EmOnAtoetdng motkiAiay)

AnodLadpoporoLNpEVo AUTOCAPKWHOL LLE ETLUEPOUG
emOnAoedn popdolioyia

EmiOnAloeibéc AtpayyetoevéoOniiwpa
EriOnAloeld€¢ AyyeLoodpKwa
EEwokeAETIKO MU0ELOEC XOVOPOTAPKWHOL
Xopdwpa

EmOnALoeld€¢ AELOLUOOAPKWLLAL

Kakon0ng Oykog amno ta EAvtpa twv Nepidepikwv
NeUpwWV e ASEVLKO TPOTUTIO AVATTTUENG

Adiwadopomnointo ZapKwua

Hornick, Practical Soft Tissue Pathology, 2019



Ma tn Atadopikn Atdyvwon sivart EEALPETIKA ONUOVTLKO TO KALVLIKO uTtdotpwpo!!!
(pUAo Kkat nAkia acBevouc, evtomion, HEyeBoC aAdoiwong, KALVLKO LOTOPLKO)

'OykoL tov gpdavifovrol oTLG Anw MEPLOXEC TWV AKpwVY  OyKol tou xapaktnpilovtat and CUYKEKPLULEVN
gvtomnion

ZuVoBLAKO ZApKWHOL
« Xopdwpa (IM2Z, Zdnvoednig Neproxn, Iviako
Ootouv)

EmiOnALoeldéc Zapkwpa

KupeAbiko Zapkwpa twv MaAakwv Mopiwv , L, ,
- E§wyaotpevteplkog ZTpwpatikog Oykog (Meosvtéplo,
ALoUYOKUTTOPLKO ZApKwpa Twv MaAakwv Mopiwv EnirAouv, OnioBomnepitdvato)

« AEOUOTAQOTIKOGC MLKPOOTPOYYUAOKUTTOPLKOG OYKOG
(Nepwtovauo, Napoaopxika)

Hornick, Practical Soft Tissue Pathology, 2019



Atepevvnon EmOnAlostdwv Oykwv MaAakwv Mopiwv
— Mpotewvopevo Navel AvocoioToOXNULKWY AELKTWV

SOX10, S-100, kepariveg, EMA, CD31/ERG, CD34, HMB-45/MART-1, CD30/CD45/CD138, B
kat T deikteg, INI-1, BRG-1, desmin

Keratin-Positive Soft Tissue Tumors

Tumor Type Frogency.of Saining for Extent of Staining for Keratin
Keratin
Epithelioid sarcoma Nearlv 100% Usually diffuse
Epithelioid hemangioendothelioma Up to 50% Usually focal; occasionally diffuse
Epithelioid angiosarcoma Up to 50% Usually diffuse
Extrarenal malignant rhabdoid tumor Nearly 100% Usually diffuse
Synovial sarcoma 90% Limited in monophasic and poorly differentiated (scattered cells); diffuse in glands of
biphasic
Leiomyosarcoma Up to 40% Usually focal; occasionally diffuse
Schwannoma (retroperitoneal) 70% Often diffuse
Inflammatory myofibroblastic tumor 30% Usually patchy
| Pseudomyogenic 100% Usually diffuse
hemangioendothelioma
Desmoplastic small round cell tumor 90% Usually diffuse
Alveolar rhabdomyosarcoma Up to 50% Usually patchy
Ewing sarcoma 30% Usually patchy

Hornick, Practical Soft Tissue Pathology, 2019



Atepevvnon EmOnAoetdwv Oykwv MaAakwv Mopiwv
— Mpotewvopevoc AvoooioTtoxnNUIKOC AAyOpLlOpOG

EmiBnAioeldeic oykol padakwyv popiwv
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EmiBnAlosldec Zapkwpa

ZAPKWHO aroteAOUEVO amo KUTTapa LE MARPEN N ,._3,.-#” o’
ateAn) emOnAlakd avooopopdoloyka :
XOLPOLKTNPLOTLKA

-KAQLGLKOG (amw) TUmog: Anw avw akpa (6AaktuAa
XEPLWV, TMAAAMN, TEARQ), PEUSOKOKKLWHATWEEG
MPOTUTIO avantuéng, mbavn uapén acBecTwoEwWV
-gyyU¢ TUTOG: EPdAvVIoN oToV KOPHO, PwAEEC Kat
aBpoioelg peyaAwv eMONALOELS WV KUTTAPWV

» ‘EdnBol, véol-péong nAtkiog eVAALKEG

KaB@oAkn anwAesia tng mupnvikng ékppaong INI1
(SMARCB1), evw OmAVLEG MEPLNTWOELG dLatnpouv thv
ékdppaon INI-1 ko epdavifouv anwAeLa K TwV
SMARCA4 (BRG-1), SMARCC1 (BAF155), or SMARCC2
(BAF170)

INI-1/BRG-1-, EMA+++, CKs+++ (CK8+, CK19+, CK5/6-),
CD34+ (>50%), ERG o€ 40-67%

EyyU¢ TUmog

WHO, Soft tissue and bone tumors 2020



INI-1 (SMARCB1)

MéAog Tou cupmAéypatog SW1/SNF yia tnv avadopnon tng
XpwHOTivng

Kwntonotiei nupnvoowpata ekBEtovrac to DNA otoug
HeTOYPOoPLKOUC TAPAYOVTEC

OyKoKaTaoTaATLKO Yovidlo mou ekdppaletal o OAa ta GUGLOAOYIKA
KOLL TOL TIEPLOCOTEPO VEOTTAQLOHLOTIKA KUTTOPQ

MARpnG anevepyomoinon = anwAsia €ékppaong o€ Kakonon
paBdoedn Oyko Kot 0To 95% Twv eENONALOELO WV CAPKWUATWV
AAAoi aykot INI-1 apvntikodi:

- MueglosLdéc Kapkivwpa Nedppov

- OPLOMEVO LUOETILONALOKA KOLPKLVW LOLTOL, TLEPUTTWOELC
€€WOKEAETIKOU HLUEOELBOUC XOVOPOOTOPKWHATOC, KAKONO0oUG
eMONAL0€L60UC OYKOU OO T EAUTPA TWV TIEPLPEPLKWV VEUPWV KoLl
emOnALoedoU¢ ofavvwpatog Kot o mtwyxa dtadopomnotnuéva
Xxopdwuata



BRG-1 (SMARCAA4)
MéAo¢ Tou cupmAgypatog BAF yia tnv avadopnon tng XpwHativng

Oykot BRG-1 apvntikot:

- Owpoakikoc Adtadopomnointoc Oykoc pe AnwAsia Ekdppaong tou
SMARCA4 (SMARCAA4-deficient tumor)

- Neputtwoeilg EMONAL0EL60U¢ ZopKWUOTOG

- Adtadpopomnointo Zapkwpa tng Mitpag pe AnwAewa Ekppaong tou
SMARCA4 (SMARCAA4-deficient tumor)

- Pwvodapuyyiko TepaTtoKAPKLVOOAPKWUOL



EmtiBnAloedeic Ayyetakot Oykol

» EmOnAwoeldég Alpayyeiwpa (AyyetoAepdoedng Ynepniaocia pe Hwowodiiia)

-EvAAwkeg 20 — 40 gTwv, M>A, 50% noAveotiakn aAloiwon, KepaAn / TpaxnAog (Kupiwg mepLWTIKA)
Kot akpa (Kupiwg daxtula), mepiyparmtn aAloiwon o€ XOpLo Kal UTtoS0pLO, OTIAVLA OE £V Tw BAOEL
LoTOoUG

-Mwpa ayyeia meptBAAAOUV TO KEVIPLKO ayyEio

-EruBnAoetd1i evéoBrAta tou ripoPaAiouv otov auld — tombstone appearance 5 o SR Vil okl M B et Wi Bt Thoere Tariens Bl
EriOnALoeldeg Alpayyeiwpa

£ b S °@*

» EmOnAwoeldég AlpayyetoevéodnAiwpa

-KatkdnOeg ayyELOKEVTPLKO VEOTIAOLOOL OLYYELAKAG TTPOEAEUONG

-Napoucia emONAL0ed WV eVE0ONALAKWY KUTTAPWV O LUEOELOEC - UAAOELS OTIOLNEVO OTPWHAL
-Awapeta®son WWTR1 - CAMTAL (90%), YAP1 — TFE3 (10%)

-BloAoywkn cuunepidpopa: petaotaon (20-60%), unotponn (10-15%)

-Nupnvikn ékppaon CAMTAL, xpriotun yia tn dtayvwon kat Stadopikn dtayvwon tou
emOnALoeLldou ¢ atpayyeloevéoOnALwpatog

-Exdpaon kepatvwv (oxt EMA) oto 25%

-Onowadnnorte nAwkia, eAadpd vniepoxn NA

-2UVNOWG LOVAPEG OTA KATW AKPO, TIVEUHOVEG, fTap, 00TA, EYKEPAAOG

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

EmBn)\Lost&:q AluOlVVELOEVSOBr]Mwua

» EmOnAwoeldég AyyeloodpKwpo

-INAVLOTaTOo, <1% TWV COPKWUATWY HLOAAKWV Hopiwv
-Katw akpa (Lnpog), onoBomnepitovaro, Kotio
-Méon¢ nAwkiag-nALKLWHEVOL, KUPLWEG AVOPES
-Atpaktopopda i emOnALoeldn kuTTapa

-ZUMMAYEG MPOTUTIO GUVROWG .
-Avocodatvotumnog: totkiAlovoa ékppaon ayyelakwv, Aepdayyetakwy, fj emtOnAakwv Seiktwv (1) £

EmiOnALoetd€¢ AyyeLooApKwLOL



KupeAdbiko Zapkwpo twv MoaAokwv Mopiwv

ZAPKWHO TWV €V TW BAOEL LAAAKWV HOPLWV TWV AKPWV KUPLWG, :
ortoteAOUEVO ATl emONALOeLdN KUTTAPO LE AMWAELO TNG GUVOXNG KoL - gt "-
KUPEALOLKO poOTUTIO avaArttuéng, ko tn dtapetdBeon der(17)t(X;17)(p11.2g25), '.: = -4

odnywvtog oto XLalptko yovidio ASPSCR1-TFE3

, , o , , » o - ey
» ota akpa (61% Twv MEPLNMTWOEWV, KATW AKPo 51%), kopuog, kepaAn- i'o A s R £ " “
, , , , s T ) ) TEWCN
TPaxnAog, (mawdid: opOaApog, y\waooa) ol o~ I n] ,J‘f 5
' L 1‘); - 4 *;:, ]
» <1% OAwvV TWV CapKWUATWY, NALKLAKO VP0G 1-78 £Tn, péon nAwia 25 £1n, AL i YT p
OUXVOTEPQ OE YUVOLLKEG X - _ -
v : o ’ ’ ‘ e 3 ® i b i ”,
» MAololo ayyelako diktvo (ouxvi ayyeltakn 6tROnon) P e /e ? b
: 2 9 @ = - a
- ‘ [ 4
» EvOoKUTTOPOMAQCHATIKEG KpUOTAAAOELSELG SoEG PAS+ PAS-D+ s e ‘.. » ® " ’. a ‘®
- ‘ L Y4
EY ; s 7®-co oo
» TFE3+ (mupnvikn ékdpaon) -7 e SN 2
» Cathepsin K+++ “ © oy - v .
gl o o - - e
» Calretinin (46%) P g £ @y .
> Desmin (eotiaKd) e i otlall BT
> Kepativeg -, peAavoKuTTapLKoi SEIKTES - TFE3

WHO, Soft tissue and bone tumors 2020



E¢wvedpikoc Pafdoeldnc Oykoc
Zapkwpa tnS Bpediknc-matdiknc nAkiag, To onoio yapaktnpiletat ano
OTPOYYUAG/TOAUYWVLIKA KUTTAPA LE NWOLWVOPLAO KUTTOPOTTACLOMOL UE
€yKAeLlota 8iknv uAAov, EKKEVTPOUG IUPNVEG KAl LAKPOTIUPVLA
(paBdoedn kKUTTapa) kot anwAsia €ékppacng tou SMARCB1 (INI-1) kot
onavia tov SMARCA4 (BRG-1). MopdoAoyika opolol oykot evtonilovto
kot 0to KNZ ko tov vedpo

» Efaupetika onaviog 0yko¢ Bpedpwv Kot rotdtwv
» OLKOYEVELG MEPUTTWOELG HE tapovoia germline petaAAaéewv oto
yoviéio SMARCB1

» Evtoron: ev tw BAOeL podakd popLa Tou KeviplkoU agova (Aottpag,
noPaocTtovOUALKA, Ttepiveo, KolAla, onttoBomnepLtovalo), akpo
(knpog), 6éppa, omAdyyva (16iwg frap)

INI-1/BRG-1-
(+) EMA, CKs
+CD99, synaptophysin, MSA, S-100

ZuxVR €kdpacn Twv popiwv Twv euPfpuikwv otwv SALL4, glypican3
WHO, Soft tissue and bone tumors 2020



2UVOPLAKO ZAPKWUOL

ZapKwHa arod povopopda atpaktopopda kKuttapa (Lovodaotko 22) HeE TOLKIAN
eruOnAlakn dwadopomnoinon (dipaocwko %) kat pEpov tn dtapetdbeon SS18-
SSX1/2/4 [t(X;18)(p11;q11)]

» >50% twv acBevwv sivon EpnpBot/veéot eVAALKES, 77% Me nAKia TPo Twv 50 eTWV

> QAwdpooko 22 (1/3 neputtwoswv):
-AtpaKtopopdo KUTTaplko ototxeio KAI
-KuBoedr)/KuAwvSpIKA EMIONALAKA KUTTAPA HLE OLPOLOXPWHOTIKO KUTTOPOTIAQO AL Movodaotkd 3
-ZupnayEg/adeviko/SoKIO WS EG MPOTUTIO AVATITUENG S -
-INAVLEG TLEPLOXEG MAOKWSOUG Stadopomoinong i KOKKLOKUTTOPLKAG
popdoAoyiag

W AT >

-Agiktng TLE-1: duayutn nupnvikn ékdppaon, XapnAn eldkétnta

-OcTIkOTNTA OE KEPATIVEG Kot EMA

-90% twv Sipaocikwyv I gival Ostika (+) o€ kuttapokepartiveg (kupiwg CK7 kai CK19)

0710 eMONALAKO oTOLXELO OAAQ KOl OE OTIAVLOL KUTTOPOL OTO OLTPOLKTOKUTTOPLKO

otoweilo

» AvVoOO0loTOXNHUKEG XPWOELS SSX Evavtt C-terminus ko SS18-SSX fusion-specific
antibody pe uPnAn eldkdTNTA KO evacOnoia

Avpaoiko 2

WHO, Soft tissue and bone tumors 2020



2KANPUVTIKO EmiBnAloelbec lvooapkwpa

Kakon0ec¢ woBAaoTikO vEOTIAQLOHO OLTLOTEAOUEVO OltO EMLONALOELSELC
WVOBAAOTEC KAt OKANPUVTIKO vaAosldonotnpuévo otpwpa. Eva moocooto
MEPUTTWOEWV oXeTi{ovtol LopPOAOYLKA KOl LOPLOKA LLE TO XOLUNANG
KokonOeLag wvopvéoeldec oapkwua (Ko tapouvoio UBPLELKWV OYKWV)

’ ’ ’ I3 ’ ’ ’ ’ gl s ‘d 1 2 ' , 4 ; b |
» Avw KoL KATW aKpa > KOpHog, kepaAn/TpaxnAoc, omavia o€ mUeAo, e 1S , __.‘.ﬁ:‘""'." R

Pl #*; & £
l'}"'. 1 \s ".f! ‘il' ;
' ¢ T ™ 2 & .
g%p Y L o
wﬁ . J: L ‘”
: ¥ q

onoBomneptovalo, ootd | orAdyva
» Méonc nAwkiog eVAALKEG Kot NALKLWHEVOL

» ABpoloelg eMONALOELB WV KUTTAPWV EVTOC GKANPUVTLKOU
UTTOCTPWHLOLTOG
» [Mukvo valostbononpevo/KOAAAYOVOTIOLNUEVO CTPWHA

> MUCA4+ (80-90%), EMA (40%), SMA (40%), kepartive —
» AlapetaBéosl mov odnyouv oe cuvtiéelg yovidiwv (EWSR1 — CREB3L1

o€ >60% twv O0ykwv, FUS | PAX5 kat/f} CREB3L1 avti CREB3L2, CREB3L3,
fj CREM)

WHO, Soft tissue and bone tumors 2020



AdLadopormointoc Oykoc pe AntwAsila Ekppaong tov SMARCA4

(SMARCA4-deficient tumor)

YUY nAng kakor0etog kakonOeg veomAaopa LLE EVTOTILON TN OwpaKkilki KolAdtnta, o€
evAKeG, pe adtadopornointo | papdoedn patvotumno kot anwAsia Ekppaong tov
SMARCA4, HEAOUG TOU GUUITAOKOU avadopnong tng xpwportivng BAF

» MeooOwpaKLo, MVEUUOVLKEG TTUAEC, TTVEULOVLKO TTAPEYXVHA, UTLEIWKOTOL,
pe/xwpic 5tnOnon tou Bwpakikol KAWPBOU. OPLOUEVEG TTEPLTTWOELG SEV

endavilouv vevpovikn St1Onon

» Néol-péong nAwkiag eviiAikeg (LEon nAwkia 48 €tn, VoG 27-90 £€1n, £vtovn
ETUKPATNON TWV APPEVWV EVOVTL TWV ORAEWV)

» Meyalou pey£Ooug emBnAosd kuttapa pe puocaAldwsdn xpwHotivn Kat

EUKPLVA TIUPAVLA

Y V VY

oXNHATIOMOL, KEpaTVvOoTtoinon)

» BRG-1-/INI-1+
-CD34, SOX2 kati/r} SALLA
-Kepativeg 4, 1 -

-MBavn ditaxutn ékdppaon yia Synaptophysin

ZUMTTAYEG TTPOTUTIO AVATTTUENG, LE TOavi anwAgLa GUVOXNG
MBavi napoucia paBdoetdwv KUTTAPWV
Arnoucia popdoloykwv ototxeiwv emOnAtakng dtadpopomnoinong (adevikol

> i P N 3
¢ '.‘ : ‘* ’ » . -.““_\ oi‘b!b.
?“;ﬁ LY LB ""4 - .y : :;’-’J ug( 7 "‘
oy & XLy ¥ 2% A 1, L
S STt M S S
o y s
-

- Qe ] Wt of
{ . * .,r‘ o ﬁq, - -l 4 '(»'_' - -y
. .8“'!',‘ ,..’% \‘;"‘: 3" h"l # 1™ -
/1 ¢ .'i_u . ".ﬁ' Q eV Ene, 3 oo ‘e_

WHO, Thoracic tumors 2021



N

Neplayyelakda EmOnAoeldn Kuttapa: Wlaitepn katnyopia eMONALOEO WV KUTTAPWV K ' o
O€ OTEVN OXEON JLE TO OYYELAKO TOLXWHA, HE EKPPAOoN HEAOVOKUTTOPLKWV SELKTWV Kol
SEWKTWV AElWV HUKWV VWV

Oykot ek Meprayyelakwv EmBnAtogdwv Kuttapwv

Ou dykot gival ite apEPaing eite kakornOoug BLoAoylkng cupmnepipopag
» Méon nAwia epdaviong 45 €tn, O:A 1:0,2

» EmBOnAwosidn kuttapa pe apOovo KOKKLWOEG 1 SLauyEg KutTapOmAaoua,
OTPOYYUAQ MUPpAVA HLE HLKPO TIUPRVLO Kal GWAEWSECG TPATUTO aVATTTUENG

-NépL€ Twv pwAswv napouoia tpyoedbwy (ayyeLtoko Siktuo)

-2€ OPLOHEVOUG OYKOUG ATPAKTOMOPPOG KUTTAPLKOG TTANOUGHOG

-2uvRO WG (aAAQ OXL TTAVTA) TIEPLAYYELOLKO TTPOTUTIO AVATTTUENG, avTikadilotwvtag to

TolYWHO TOU ayyEiou

> HMB45, Melan-A, MITF+ (Lo cuxvi otoug emONALOELSELG TP TOUG
atpaktopopdoug 6ykoug), SMA+++, desmin+, caldesmon+, S-100-

» KoakonBeg PEComa: Mapouoia au§npévng LITWTIKAG §paotneLlotntag, VEKPWoNG
Kol TupnVikoU nAslopopdLopou, dinntikn avamntuén

» PEComa pe avadiataén tov TFE3: kuPpeAdiko npotumno avantuéng, emOnAosldn
KUTTapa, napovoia peAavivng, TFE3+, (-) yia eikteg Aeiwv HUKWV VWV
. 9
WHO, Soft tissue and bone tumors 2020 “,_‘, ne .



Neplotatiko 1

s Appev 20 eTwv

** NoapaAaBape yia cupfouleutiky yvwun Suo mAakidla
Kal KUPBouc mapadivng pe tnv Evoelen «uopdpwua
TIOAQLLALOG OLTTOVEVUPWONG OLPLOTEPAY

s Aev avadEépetal to peyEBoc TnG aAlolwong



AM\oiwon pe dinBntikn mapudn Kat EMEKTACN OTNV TIEPLTOVIA



Eotiakn mapouvoia Suotpodikwy acBeotwoswy



< JUMTAYEC Kol dWAEWOEC TPOTUTIO
QVATITUENG

< 'Evtovn ivwon Kat KoAAayovoroinon twv
TEPLE LOTWV

< Aepdokuttapikn StnBnon Kot opAdeC

TPLYOELOWV ayyelwV TTOU avajllyvuovtol

LLE TOL VEOTTAOLOLOTLIKAL KUTTAPOL



EmOnALoeldn Kal o€ HUIKPOTEPN
EKTOoN atpaktopopda KuTTApa

< 'Hmia mupnvikn atumia



Oykot tov gpdavifovrar o Epriouc kat NEoug EVAALKEC

« 2UVOBLOKO ZAPKWHA

- EmONAL0eld£¢ Zapkwpa

« KupeAdiko Zapkwpa twv MaAokwv Mopiwv

« AeOLOTIAOQLOTLKOC MIKpOOTpOYYUAOKUTTAPLKOC OYKOC

« ALOUYOKUTTAPLKO ZapKwpa Twv MaAakwv Mopiwv

- KakonOng Oykog anoé ta EAvtpa twv Nepidpepikwv Nevpwv

Hornick, Practical Soft Tissue Pathology, 2019



Oykot tov epdavifovral oTIC Anw TMEPLOXES TWV
AKPWV

« 2UVOBLOKO ZAPKWHA

- EmONALocld6£¢ ZapKkwpa

« KupeAdiko Zapkwpa twv MaAokwv Mopiwv

« ALQUYOKUTTAPLKO ZAapKwHa Twv MaAakwv Mopiwv

Hornick, Practical Soft Tissue Pathology, 2019



Awadopikn Atayvwon pe Bacn th popdoloyia

* Kapkivwpa (mAakwdec)

** MeAavwua (TpwTtomaBeC, LETACTATLKO)
s EmuBnAlocldec capkwpua

s EmuBnAlocld£c ayyeloocapkwpa

¢ EmBnAloelbec apayyetoevéodnAilwpa

*** Ooteomnolovpevoc lvopuéoetdric Oykoc



SOX10



AE1/AE3



CD34



SMA
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INI-1



AE1/AE1-INI-1



Nounog Avocodatvotunog
» CD31 -

* ERG -

* Desmin -

* h-caldesmon —

> p63-

* BRG-1 +
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Awayvwon

ErmiOnAocidec Zapkwpa Anw (KAaoikou)
TOmnov



MepLoTatiko 2

** Appev 23 eTwv
¢ CT: moA\armAd olibla velova

s TuApa vevpova 6 3,2X2,7X1,4ek. Katd Tig
SlaTOUEC avayvwpilotnke AeUKwTO olidlo ud
0,5ek
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Awodopikn Arayvwon UE Bacn th popdoloyia

s AdevoKapKivwpa iveu pova

s Metaotatiki SOnon anod SlauyoKuTTapLKO Kapkivwua vedppou
s MapayayyAiwpa (mMpwTtomaBec, LETACTATIKO)

» Metaotatikn dtOnon amno peAavwpua

» KakonBng KOKKLOKUTTOPLKOC OYKOC (MpwTomadnig, LETAOTATIKOC)
» EmBnAloeldc Aslopvooapkwpa

» EmOnALloeld£C ayyelooapKkwa

» KupeAdLko odpKWHO LOAAKWY poplwv

» E€Ewvedplkoc pafdoeldnc oykog

*» MNepLayyelakoc emtBnALoeldng oykog
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Avooodmuvétunoc
» CD10 sotiaka +
» CD31 -
» CD34 -
» D2-40 —
* SMA -
» S100 —
» SOX10 -
* Melan-A -
» HMB-45 -
* Desmin -
AE1/AE3 —
INI-1 +
* BRG-1 +




PAS + PAS-D: gotlaKi KOKKLWONG Xpwon






Awayvwon

Metaotatik 6tnbnon nvevpova amno
KupeAdiko Zapkwpo twv MaAakwv
Mopiwv

KALvikO Lotoplko nov 800nke o€ dsutepo
XPOVvo:
Alayvwon KupeAdikoU ZopKwHOTOC TWV
MaAokwv Mopiwv oto 6e€L0 unpo npo £EL
ETWV



MepLoTatiko 3

s Appev 35 eTwv

¢ Madla poAokwyv poplwyv dg€lov unpou dlaotAcEwY
18,6X12,8X8¢k, n omola avéavotav npoodeuTLKA O€
LEyeBoC Toucg teAevutaiouc 12 HAVEC

¢ Katd tn pakpookorikn e€€taon n pala AoV KaAd
nepiyparmntn, Asukodalng XpoLac, LE KAoTavopaLlne XPOLAC
TIEPLOXEC KOLL OPLOUEVEC TIEPLOXEC OKANPNGS ovoTaONG
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Awodopikn Arayvwon UE Bacn th popdoloyia

s Metaotatikni dnBnon ano kopkivwpo

* Mehavwpua

* Népdwpua

s EmBnAos1dnc kokondng oykoc amo ta EAUTPA TWV NMEPLDHEPLKWV VEUPWV
% EEWOKEAETIKO OOTEOCAPKWHAL

** ZKANPUVTLKO ETONALOELOEC LVOOAPKW AL

** ATPAKTOKUTTOPLKO/OKANPUVTLKO padopuocapkwua

** MUOETIONALOKO KOPKIVWHO TWV LAAAKWY HLoplwV



Avocoodalvotumog
«» CD31 -
«» AE1/AES3 -
+» 5100 —
* SOX10 -
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* SMA -
INI1 +

* Desmin —
* ERG —

* CD34 -

* D2-40 —
* SATB2 -
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2KANPUVTLKO
EmiOnAlosLdéc
lvocapkwpa

Meta amno 3 £€tn o acOevig
nEoonABe ko TtaAL pe SLoykwon
Aepdadéva aplotepnc
BouBwVIKAC XWpPOG, 0 oTtoiog RTav
HETOOTATIKA S1NONMEVOC altd To
UTTOKELNEVO OAPKW QL

Awayvwon




Meplotatiko 4

** OnAv 19 sTwv

s Malec pecoBwpakiou Kot eVOOKoLALOKA
s Juvbpopo dlaxutng evdayyeLlakng NG
s Auénuévn NSE otov opo

* Bloypia ano pala pecobBwpakiov



Metaotatikr) 61n0non Asepudadeva

<% QwAewdec mpoTUTIO AVATTTUENC,
EVIOTE YE AMTWAELD CUVOXNG TWV
KUTTAPWV

< Kottapa pe eupeyEBN mupriva xwpic
nupAvLa

< Qawopevo cuBAWYNC



Awodopikn Atayvwon

s Metaotatik St Onon anod veupoevOOKPLVIKO KOPKIVWHLOL;

+* OYKOC €K YEVVNTLKWV KUTTAPWV;



AE1/AE3



SALL4



ey ..."

.
.

chromograninA synaptophysin CD56



ALK (D5F3 clone)






TLE1 (KUTTOpOTTAGOHATIKA XPpWON)



SSX évavti C- $S18-SSX fusion-
terminus specific antibody



Aoméc Avocodalvotunog
* INI-1 +

* BRG-1 +

* ERG —

* CD34 -

00 TdT —

echt—

* CK7 —

* CD5 -

o TTF1 —

** PAX5 —

** NSE —
*» CD30 -
2 S

00 00 00 00

00 00

OX10 -
* CD99 +






myogenin MyoD1



Awayvwon

Metaotatik 6inbnon Aspdadeva
necobwpakiov ano paBdopuvocapKkwpo
KU EALOLKOU TUTTOU

H peAétn pe pOopilovia in situ uBpLdlopod
(FISH) avedelte avadiataén touv yovibiou
FOXO1 oto 93% twv peAeTnOEVTIWY
KUTTAPWV



Meplotatika 5 kat 6

1
s Appev 60 eTwv

s Madlec mvevova,
evOOKOLALOKA KOl Lopdwpa
BwPOKIKOU TOLXWHOTOC

2
s Appev 66 eTwV

** Mala tvevpova, pala
HnecoBwpakiouv Kol
SLOYKWHUEVOC TPAXNALKOC
Aepdadevac

- TeBeloa dtayvwon
VEUPOEVSOKPLVLKOU
KOLPKLVWLOTOG
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% JUMTTOYEC TIPOTUTIO QVATTTUENC

s ErBnAopopdoc nAnBuopoc pe
nopoucio padoeldwv KUTTAPWV

s AdBovec LITWOELG

*** Mapouaoio VEKPWOEWV



Awodopikn Arayvwon UE Bacn th popdoloyia

s Metaotatik St Onon anod veupoevOOKPLVIKO KOPKIVWHLOL;
S / 1 7 14
s Metaotatikn 61nOnon amo peAavwua;

s EmBnAloelbec ocapkwpa;



SOX10




AE1/AE3







Desmin




CD34







BRG-1




Awayvwon

Owpakikoc Adtadopomointog Oykoc UE
AnwAewa Ekppaonc tov SMARCA4 (SMARCAA4-
deficient tumor)



ZUMIEPOOMATIKA... Eupeia dtepelivnon pe deikteC eMIONALAKAC
Sitapoponoinong, peAavokuttaplkouc deiktec Kat Aepdp ko SEIKTEC

SOX10, S-100, kepartiveg, EMA, CD31/ERG, CD34, HMB-45/MART-1, CD30/CD45/CD138, B
kot T 8eikteg, INI-1, BRG-1, desmin

EmiBnAtoeideic oykol podakwyv popiwv

S0X10

ERG+ INI-1/BRG-1-
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IEH'BMFNH | '.E|1|_¥.]_.".-n.\;\r£lm.;fglplc. I-+/" EmB. Lapxajpa
Kapkiviapa L

+
- Ld /J" Emf., Zapkupa | cD34
Kopxivipo | M \ R
Enil. Ayyeiooaprapia = Kopeivapo

Emi). Zdpxwpa L

{Avankaomkd) AEppupa [N—
= | Enid. Ayyeioodpe. | CD31/ERG
(Avanh.) A&ppopa =
E = CD30, CD4S, B/ T Seikrec

Ze epnPBoug kat véoug eviiAikeg ANAPAITHTH H EOAPMOIH THZ XPQZHZ AEZMINHZ!!!



