NMnvi2
MuookeAetikn OykoAoyia:
Alayvwon-Oepaneia-Epevva



NeomAaopata €K Aelwv Kol YPOLUWTWVY
LULKWV VWV

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



NeomAdopata pe Atadopomoinon Asiwv Mulkwv Ivwv

» Nelopbwpa
» NeonmAaopa €k Aeiwv HULKWV VWV OXETL{OMEVO ME TOV LO EBV

» NELOPUVOOAPKWHAL
-QAsypovwdec AELORUOCAPKWLOL



Kputpla NMpoodloplopov tou KakornBoucg Auvaplikou
yLat tou Oykouc pe dtadpoporoinon mpocg Astec Mutkec Tvec

Orkol MAAAKQN MOPIQN

» Nelopvwpa:
-AIATNQZH MONO zE NAPAZKEYAZMA NAHPOYZ EZAIPE2ZHZ META TH AHWH NOANANAQN
TOMQN:
ATmoucia VEKpWONG, TUPNVLKNAG atuTtiag, TwTlKAS Spaotnpiotntag (<1 pitwon/50 hpf)
-2E BIOWIA AIA BEAONHZ: kaAd 6tadopomnmotnpievo VEOTAACHA EK AELWV LULKWV VWV

» '0yKoG €K Asiwv pUIKwWV VWV aféBatov kakondoucg duvapikou (rbavotepn n voTponn
ot OTL 0To AsLOpUWUQL):
-Artoucia VEKpWOoNG, TTUPNVLKNAG QTUTILOG
-MuwTtiki dpaoctnprotnta 1-5 prtwoelg/50 hpf

» NelopvooapKwpL:
-Napovoia vékpwong R/Kat
-Hrac/pETplac/Eviovng mMUPNVIKAC OTUTILOC KOl ITWTLKAC Spaotnplotntac



Kputpla NMpoodloplopov tou KakornBoucg Auvaplikou
yLat tou Oykouc pe dtadpoporoinon mpocg Astec Mutkec Tvec

OrKoOl ONIZOOMNEPITONAIOY, ENAOKOIAIAKOI, ENAONMYEAIKOI 2E TYNAIKEZ2
» Nelopvwpa:
ATtoucia VEKPpWONG, TTUPNVLKNG OTUTIiag, ITWTLKA Spaotnplotnta <5 prtwoetg/50 hpf

» '0yKOC €K AslwVv MUKWV WvwV afEBatou kakonnBoug Suvapikou:
-Artouoia VEKpWOoNG, TTUPNVLKNAG ATUTILOG

-MuwTtiki dpactnprotnta 5-10 prtwoelg/50 hpf

»> XZE ANAPEZ: ONQZ IE ONKOYZ MAAAKQN MOPIQN



Acetopvwpo (AM)

(leiomyoma)

KaAon0ng oykog pe dtadpopomnoinon AELwV LULKWV VWV TWV EV TW
BaOeL poAakwv popiwv, Tou ontoBomnepLltovaikol Xwpeouv N tng
KOLALOLKAC KOWAOTNTOG



Aelopvwpo

» Evtomnion: v tw BAaBeL paAokd popla Twv AKpwy, YPOUUWTOL HUEC TWV AKPWV,
omtLloBomepLtovaikad, KOWALOKO TOLXWHA, ETIIMAOUV, LECEVTEPLO, TTEPLTOVAIKN)
emLpAveELA, OTPOYYUAOC OUVOECHOC

» KAWLKN €LKOVO/ATIELKOVLIOTIKA EVpRpaTo: epdovn oTnV omELKOVION OTAV TIEPLEXOUV
EMOOPECTWOELC

» Emubnuoloyika 6edopeva: AM ev tw Badel poAakwv popiwv: eVAALKEC HEONC
nAtkiog
AM omioBomneptovatlov-Kolhiag: OAea mMeEPLEPLNVOTIOUGLAKAG NALKLOG

» AttioAoyio: AM ev tw BABeL paAakwv popiwv: AyvwoTn
AM omnuoBoneprtovatov-kotAiag: >40% os OnAelc aoBeveic pe
AELOPUWHOTO LATPOG



Aelopvwpo

» NaBoysveon:
AM omioBonepLtovalou-KOLALOG: OOLEC YEVETIKEC AAAAYEC UE TOL ASLOUWHLOTO LNTPOLC
-avadlatatelc tov 12q (HMGA2)
-avadilataéelc tou 8q (PLAG2)



Aelopvwpo

> Atpaktopopda kuttapa pe opolopopdouc MUPAVEG OXAOTOC TTOUPOU Kat NWoWVOPLAo
KUTTOPOTTAQLOMA OE SLATTAEKOUEVEC SECUIOEC

> ANOYZIA'HHNIA ATYMIA, ANOYZIA NEKPQZHZ

» EAdyloteg prtwoelg (evdExetal va eival meploodtepec o AM onioBonepitovaiou)

» SMA+, desmin+, h-caldesmon+/-, S-100- (AM omioBonepitovaiov-kotAiac: ER+, PR+,
WT1+)

» 'Hrua kuttapoPpibela

» EkduAlotikoU tuTtou aAAayec: ivwon, valosldomoinon, emaocBeoTwoelg, LUEOELONC
cvuotaon Ko oYn, mTupnNVLKN atuTtia (CUUTAQCULKO AM)

» ITMOVLIOTEPO: £0TLOKA ETILONALOELONC LopdoAoyia, SLAUYOKUTTAPLKA XOPAKTNPLOTIKA,
LETATTAQLOTIKO 00TOUV, Altokuttaplkn dtadoporoinon (LuoAimwpa)

» Avevpeon atuniag "~ avalTnon MITWOEWV
—— Enlnpécestn GElvuaTOAnll)i.a
KaAdnBec Metaotatikd AELOU WL QUITOKAELOMOG AELOHUOCOPKWUOTOG

0oL AelwV MUKWV LVWV OTOUC TVEUOVEG 1] TOUG KOLALOLKOUG
Aepdadévec (yuvaikeg avarmopaywylking nAwkiog)



Astopvwpo (AM)
(leiomyoma)

Histologic Features

» Short fascicles or aggregates of uniform spindle cells
O Abundant eosinophilic cytoplasm
O Blunt-ended nuclei (cigar-shaped)
« No significant nuclear pleomorphism
O Focal degenerative atypia may be present (symplastic change)
O More than minimal true nuclear pleomorphism + mitoses should be classified as leiomyosarcoma
» Mitotic rate should be absent or low, depending on site and sex of patient
O < 1 per 50 HPF in deep soft tissues of extremities (somatic)
— 1-5 per 50 HPF in this location should be classified as SMTUMP
O < 5 per 50 HPF in retroperitoneum/abdominopelvic cavity in women
— 5-10 per 50 HPF in this location should be classified as SMTUMP
O < 1 per 50 HPF in retroperitoneum/abdominopelvic cavity in men
— 1-5 per 50 HPF in this location should be classified as SMTUMP
+ Necrosis is absent
+ Calcification common in deep somatic tumors
» Other findings: Myxoid change, fibrosis, mature adipose tissue, clear cell change, osteoclast-like giant cells

SMTUMP: Oykog ek Aslwv HUKwV vwv of€Batou kakoriBoug duvapikol



Aeopidec Aslwv UKWV KUTTAPWV XWPLC
aTuTiaL

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



Aslopvwpo

Muéoeldec utootpwua, B€ocelc valosdomoinong

WHO, Soft tissue and bone tumors 2020



Aeopvwpa
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Aelopvwpa- Atadopikn Atdyvwon

AELOUVOCAPKWHOL

NeonAaopa ek Aslwv MUKWV VWV OXETL{OMEVO ME TOV 1O EBV:
EBER+, moAAamAoi dykot, avoookateoTaApévog acOevng, napoucia Aspdokuttapilkwyv dtnORoewv

Muoivwpo/puomneplkUtwpa: ATpaktopopdpa HUoiVOBAACTLKOU TUTTOU KUTTOPA LLE TIEPLOYYELOKK) EVTOTLON,
desmin-/+

KuttapoBplOsc ofavvwpa: SOX10+, S-100+

XapnAng kakonOetag LuoivoBAACTIKO CAPKWHOL: AIoucia TupRvwy 8iknv moupou, apoLoXPwHOTLKO
kuttaponiaopa, h-caldesmon-

PEComa: emiOnALoetdn KuTTapa PE KOKKLWOECG KutTaponAacpa, MART-1/Melan-A+, HMB-45+

GIST: c-kit+, DOG-1+, CD34+



Aelopvwpo

» Mpoyvwon:
MAARpnc e€aipeon: oon
-Amouvoia HETAOTACEWVY

AM ormioBoneptovailov-kothiog: <10% vnotponn



Aelopvwpo

» Anopattnta AtayvwoTtika Kpupula:
-AlanAekopeveg deopidec Aeiwv puikwv wwwv Kadonboug epdavionc

» Emibuunta Atayvwotikd Kpueipla:
-@eTIkoTNTA Yot SMA kot desmin



NeomAaopa €k AslWV MUKWV VWV OXETL(OUEVO
LLE ToV L0 EBV

(EBV-associated smooth muscle tumour)

Evéiapeonc kakon0elag, aBERoing BloAoyikng ocvuuneptdpopac, OYKoC
€K ALV MUKWV VWV oXeT{OpeVOG HE Tov L0 EBV, cuvBwc oto
£60p0C AVOGOKATOUGTOARC



NeomAaopa €k AslWV MUKWV VWV OXETL(OUEVO

LLE ToV L0 EBV
» Evtomnion: o €dadoc HIV: KNZ
o€ £6adoc avoooKaATAOTOANC AOYW PETAUOOYXELONC: TP, TtveUovee, MEZ kol ota
opyova TIou PEeTapooxelOnkav (vedpog, mveUUOVEC, kKapdLa)

» KAwikn ewkova: emwduvn palo/oxetilOpeva e To Opyavo pocBoArg

» EmudnuioAoyika dedopéva: 1-66 £€tn, O>A, mapopola pe Twv AepoUinePMAACTIKWVY EEEPYACLWV
OXETL{OMEVWYV HE AVOCOKOTOOTOAN
-HIV/AIDS l , ,
, , . EvAAkeg (72% kal 68% avtiotoya)
-HETA QO LETAUOCXEVON
-oUYYEVAG/pwtonadnc avocoavenapkelo: 88% matdid
-OTIAVLOG OE LOTPOYEVI] 0LVOOOKOATAOTOAN

» Altloloyia: Aoipwén EBV ota nAaiola T-oXeTL{OMUEVNC OVOGOKATAOTOANC



NeomAaopa €k AslWV MUKWV VWV OXETL(OUEVO
LLE ToV L0 EBV

» NaBoysveon:
Acadég mpotuno AavOavouoag Aoipwéng EBV, evéexopévwe tumov Il (EBER+,
EBNA2+, LMP1+)

-Yniepekdppoaon MYC
-Evepyormoinon AKT/mTOR

-NMoAukevtplkoTNTA rnoAAamAd yeyovota Aolpwénc (aveEaptntol kot KAwvol)
-Meta ano petapdoyevon: Avantuén eite amo kuttapa tou d0tn €ite amno ta
KUTTOPO TOU ANTTTN



NeomAaopa ek AelwV HULKWV VWV OXETWOUEVO HE ToV L0 EBV

» Makpookorukn epdavion: pala Alywv XA €éwg >20¢kK, eite KaAd Meplypartn eite pe
dinOntka opLa

» Atpaktopopda kuttapa ta onoia oxnuati{ovv SLanAeKOpeVEC SEOMIOEC, LE
NWOWOPLAO KUTTOPOTIAQCOLOL KOl ETILHAKELG TIUPRVEC
» 50% TWV NEPUTTWOEWV: 2° TANOUOUOC OTPOYYUAOU OXHOTOC KUTTAPWV

» SMA+, h-caldesmon+, desmin-/+, EBER+

» Napovuoia T Aepdokuttaplkic dtndnong
» ITOVIOTEPO EUPHUOTO: OLLLOYYELOTIEPLKUTTWHATWOEC AYYELAKO TMIPOTUTIO

» Hmua-pétpla atunia OMQZ
» ‘Evtovn aturia, auEnUEVEC HITWOELS, +/- vEkpwon o€ HIV/AIDS
» Awadopkn Stdyvwon onwc AM



NeomAaopa ek Aelwv MUKWV LYWV OXETLW(OLLEVO UE TOV L0 EBV

YXETLKA Tieplyparttn aAAolwaon 0To TEOC

WHO, Soft tissue and bone tumors 2020
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HwowodAo kuttapomAacua



NeomAaopa ek Aelwv MUKWV LYWV OXETLW(OLLEVO UE TOV L0 EBV

HwowodlAo KuttapOmAaopa, ETLUAKELS TIUPAVEC, NTILAL KUTTOPLKH OTUTILO, TTOpoUCia 0TPOYYUAWV

14 0 I 14 1
KUTTApwV 0T0 50% Twv Meputtwoewy, onavia T Aepdokittopa, oo Pathology, 2019



NeomAaopa €k AslWV MUKWV VWV OXETL(OUEVO
LLE ToV L0 EBV

» Mpoyvwon: cUVOPTWHEVN OO TNV KATAOTOON TOU 0lVOCLOKOU CUCTAMATOC TOU
aoBevoulc, ouvnBwe Ywplc avamtuén HeETAOTACEWV

-EvOoKpPOVLOKOL OYKOL GE OVOCOKATECTAAMEVOUC LETA OTTO PETAMOOXEVON: MTw)N

nEOoyvwon

-AVOGOKOTECTOAUEVOL LETA QO LETOUOOYEVCH: AMAVTINON O LELWON TNG
OLVOOOKOTAOTOANG

-2€ GATA2 0VOOCOOVETIAPKELOL: ATTAVTNON OE UETOAUOOXEVUGCH HUEAOU TWV 00TWV



NeomAaopa €k AslWV MUKWV VWV OXETL(OUEVO
LLE ToV L0 EBV

» Anapattnta Atayvwotika Kpunpua:
-KALVLKO LOTOPLKO 0LVOOOKOTOLGTOANG
-NeonAaopa pe Asia puikn dtadpoponoinon
-OQeTIKOTNTA YL petaypada tou ov EBV pe in situ uBpldiopo



A€LOpUOCAPKWHAL
(Leiomyosarcoma, LMS)

KakonOng LeoceyXUHATIKOC OYKOG (OapKwpa) amo KUuttapa HE Asia
Hukn dtadpopomnoinon



A€LOpUOCAPKWHAL

» Evtomion: ev tw BAaBeL pakokd popla Twv akpwyv (olaitepa Twv KATw),
ortloBomepltovaikad, Kowia, Kopuog, peyaio ayyeia (WOlaitepa katw KoiAn pAER),
eVOOMULKA Kal 0To UTtod0pLOo (€K LECOU Kall HLKpOU peYEBOUC ayyeilwv)

» KAWLKA €LKOVOL: GUUITTWHOTO AOYW TNC EVTOTILONC

» Ermubnuioloyika sdopcva: avénon He tnv nAikia, peak otnv 7" dekaetia
11% TWV COPKWUATWY HOACKWV Hopiwv

» Awtiodoyia-MNMpodiaBeoikol mapayovieg: cuvépopo Li-Fraumeni, KAnpovopoOUEVO
peTtwvoBAactwpa, EKOeon otnv aktwvofoAia



A€LOpUOCAPKWHAL

» MNaBoyEveon: EKTETANEVN YEVWHLKN aotdBsia, xpwproOpidn, dSumAactaocpdg tou
yovidiwpartog

-anwAeLec apopwoec ta PTEN, RB1, TP53

-evioxuon tou MYOCD to omoio KwOLKOTIOLEL Evav HETAYPADLKO CUV-EVEPYOTIOLNTH

TWV AelwV HULKWV VWV

-oL avwaAiec Tou RB1 emlbpouv eite oto 1610 To Yovidlo eite o€ pPeTAPOAEC TWV

CDKNZ2A, CCND1, CCNDZ2, CDK4

-avVWHOALEC Tou ATRX

-avadlataéelc tov ALK og LkpO mocooTo (3,4%)

-MeA€tec Ekdpaong Tou YovidLwUATOC KATAOELKVUOUV TIOAAXTTAOUC UTIOTUTIOUG KoLl
UTTOOELKVUOUV OTL TTEPLOTATLKA TAELVOUNUEVA WC TIAELOpopdOo adladopormointo capKwUa
£XOUV TIOLPOLLOLO YEVETLKO TPoPiA pe vmotumo tou LMS



A€LopUOCAPKWHAL

» Makpookorikn epdavion: pala nowkilov peyEBouc, eite KaAA mepilypottn eite pe
SNOnTIKA OpLa, HE aLpoppayia, VEKPWGOTN, KUOTLKEC TLEPLOXEC

» Atpoktopopda KUTTApa HE MUPAVEC SLKNV TTOUPOU, APKETO APOLOXPWHATLKO N NWoWOodLAo
KUTTAPOTAQOHMA, TIPOTUTIO HAKPWV Seopidwyv, +/- BO€oelc otpoBihosidolc/macaAldwtou
TLPOTUTIOV AVATTUENG

» ZuvnOwg pETpLog MAELOOPPLOOC, AVEUPEDH LITWOEWV KOl Tapoucio Atuntwyv popdwv,
VEKPpWON

» TouAdayiotov £vog deiktng puvoyevoug dtadpoponoinong Ostikog (SMA, desmin, h-
caldesmon), oto 70% (+) ko oL 3

» MBavn eotlakn Betkotnta yio EMA, CD34, kepartivn

» +/- dayuta avénuevn kuttapofpiBela, eotiec ivwong, puéoetdbolc oTpWHATOC,
UOAOELOOTIOLNUEVEC UTTIOKUTTAPLKEC TIEPLOXEC

» ITOVIOTEPA EVPNHOTA: E0TLOKN ETILONALOELONC LopdoAoyia, KOKKLWONE KUTTOPOTIAQCLOTLKA
eudavion, moAurupnva ylyovtokUTTapa 00TEOKAACTIKOU TUTIOU, OCTIKEG-00TEOXOVOPLVEC
neployec os nAswopopdo/anodiadopomnonpévo LMS



A€LOpUOCAPKWHAL

MAsiopopdo/Anodiadoponotnpévo LMS (8% twv LMS poAakwv popiwv)
-APOVGCLA TUTILKWV TtEPLOXwV LMS i
-LoTOpPLKO LMS

-E¢ oplopov Badpou dwadoponoinong 3

-EPLOXEC XaUNANRG Stadopomnoinong Ko MAeLOpopdnC epdAvIonc MEPAV TWV
TUTTILKWV opPOAOYLKA TIEPLOXWV

-NoAvywvika, papdoedn, emOnALloedn, atpaktopopdpa KuTTOpA
-AuénUEvoC apLlOOg HITWOEWV

-AcOeviic eoTiakn OeTIKOTNTA VLA TLE XPWOELS LUOYEVOUC Stadopomnoinong
-AntodLadopomnoinon: anovoia OETIKOTNTOC TWV XPWOEWV LLUOYEVOUC
Sdtadpoponoinong



\ELOUUOCAPKW LA

AvAantuén AELOUOCOPKWHOTOC arto TNV KATtw KolAn pAEBa. Kitpwvodain xpold, cabpn cvotaon

WHO, Soft tissue and bone tumors 2020



\ELOUUOOCAPKWLOL

WHO, Soft tissue and bone tumors 2020

Aelopuooapkwpa KaAng dtadopormnoinong, He E0TLAKOUG KOKKLOKUTTOPLKOUC XOPOKTHPEG



AELOHVOCAPKWHO LETPLAC Sladopormoinong, ek Tou Toxwpotog PAEBAC, Le mapouoia MAELOpOpPwWY

WHO, Soft tissue and bone tumors 2020

T p I']V(A)V KOL TTE p LTtV p I']V LKWV KEVOTOTILWV Hornick, Practical Soft Tissue Pathology, 2019



\ELOUUOOCAPKWLOL

AELOUUOCAPKWHOL LE LUEOELDEG OTPpWHAL

WHO, Soft tissue and bone tumors 2020



Desmin

Hornick, Practical Soft Tissue Pathology, 2019



\ELOUUOOCAPKWLOL

Aelopuooapkwpa pe Beoelg amodladopomnoinong

WHO, Soft tissue and bone tumors 2020



MAsopopdo
AELOLVOCAPKWLLAL:
Atpoaktopopda Ko

ylyavtia kuttapo
ME €VTOVN TUPNVIKA
atuTio

Hornick, Practical Soft Tissue Pathology, 2019




\ELOUUOOCAPKWLOL

MAsopopdo
AELOLVOCAPKWLAL:
MoAuvywvika,
pafdoedn,
grOnAosLdn,
otpaktopopda
KUtTTOpQ
HE £VTOVN TTUPNVLIKA

oTuTtiaL

Hornick, Practical Soft Tissue Pathology, 2019



Aelopvoodpkwpa- Atadopikn Atdyvwon

» Nelopvwpa

» NeonmAaopa €K AelwV HULKWV VWV OXETLW{OMEVO UE TOV 1O EBV

» XapnAnc kakonOsto¢ pLUoivoBAACTIKO CAPKWHA

» Muéoivoodpkwpa: Mapovoio LUEOELBWV MTEPLOXWV E KAMTTUAWTA ayyEia

» Amnodladoporoinpévo Atmoocdapkwipo: MopdoAoyLlk ETEPOYEVELA EVTOC TOU OYKOU,
MDM2+, CDK4+



A€LOpUOCAPKWHAL

» Ztadlonoinon:
UICC TNM (2020)

» BaBuomnoinon:
Yuotnua FNCLCC

» ZUXVEC TOTILKEC UTTOTPOTEG, EUPAVLON OTMOUAKPUOHEVWV HETAOTACEWV (TtVEUOVAC, ATIOP,
HaAaka popla, dEpua)

» INUOVTLIKOL TPOYVWOTLKOL TTAPAYOVTEC: LOTOAOYLKOG BaOMAC, EvTOmion Kat HEYEOOG
» LMS ormioBomneptitovaiov: Kakn mpoyvwon Aoyw tn¢ SuokoAiag va e€atpebouv nARPpwWG
» LMS peyaAwv ayyeiwv: Koki mpoyvwon

» LMS aAAwv evtomnicswv: KAAUTEPOG EAEYXOC TOU GYKOU, KAAUTEPN MPOYVWON)



A€LOpUOCAPKWHAL

» Anapattnta Atayvwotika Kpunpua:

-AgopuideC NWOoWOPIAWY ATPAKTOHOPP WV KUTTAPWYV HE TUPNVEG ME apBAeia dkpa Kol
TLOLKiAo MAelopoppLouo

-OctikotnTa yia SMA, desmin ka/f caldesmon



DOAeypovwodec Aelopuooapkwpa
(Inflammatory Leiomyosarcoma, ILMS)

KakonOn¢ 0ykog ek kKuttapwv peE Aseia putkn dtadopomnoinon, He
adOovec pAeypovwdelg S1NONOELG Kol AnWAELO TOU EVOC avilypadou
oxXedov OAwvV Twv Xpwpoowpatwyv (near-haploidization)



DOAeypovwodec Aelopuooapkwpa

» Evtomion: ev tw BaBeL paAokd popla Twv akpwy (olaitepa Twv KATW), KOPUOC,
omloBomepltovalo, oTAdyxva

» KAWLKA €LKOVOL: CUUITTWHOTO AOYW TNE EVIOTILONG, OTIAVIWG OUCTNUOTLKA
cuprtwpata pAsypovwdouc cuvépouou

» Ermubnuoloyika 6edopeva: péon nAkia 35-40 €tn, evpog 12-64, A>0

» AtioAoyio: ayvwotn



DOAeypovwodec Aelopuooapkwpa

MNaBoyeveon: anwAela Tou evac avilypadou oxedov OAwV Twv XpWHOCWHATWYV (near-
haploidization), ab¢non tng ékppaong Twv yovidiwv oXeT{OUEVWV HE TN LUOYEVEDH
-SLatripnon etepolUYyWTLOC TWV XPWHOCWUATWY 5 Kot 22 Kol AlyOTEPO cUXVA TWV
18,20 kat 21
-petaAAaéelc tou NF1 o€ OpLOMEVA TIEPLOTOTLKAL



DOAeypovwodec Aelopuooapkwpa

Makpookorikn epgavion: pado pud 3-12€k, KaAd nepiypartn, KItpvodpaing-kaotovodatng XpoLag

Atpaktopopda kKuTTapa e TUPAVEG e apfAeia dkpa, Kot NWoWOPLAO KUTTAPONMAQCHA, TA omoia
SdLatdcoovtol o€ HAKPEC SEOUIBEC, +/- O£oeLg oTPOBLAOELOOUC MPOTUTIOU AVATITUENC

MowkiAn Kuttopkn aturia, MTAELOHOPPLOUOG, APLOUOG TWOEWV
2uvnOw¢ xapnAov LotoAoykou Baduol kakonOeLog

Awaxvutn pAsypovwdng dtnOnon (Aepdokitrapa, mAacpatokutTopa, LotlokuTTopa, adpwdn
LotlokUTTapa, IO onavia oudetepodpiia, nwaowvodiia)

Toulayiotov £vag deiktng puoyevoug dtadopomnoinong Oetikoc (SMA, desmin, h-caldesmon)

MNOavn vrtapén Pappwdwyv cwpaTiwy



DAeypovwdec AELOLUOCAPKW AL
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DAeypovwdec Astopvooapkwpa- Atadopikn Atdyvwaon

» MAeypovwdng LUoivoBAacTIKOC OYKOG: LEYAAOG OLPLOUOG TIAOLGHLATOKUTTAPWY,
HeyaAUTEpOC BaBuog mupnvikig atumiog, ALK, ROS1+

> ZAPKWHA EK TWV SEVOPLTIKWV KUTTAPWV TOU BAaOTIKOU KEVTpou: CD21+, CD23+, anoucia
oppwWOWV LOTLOKUTTAPWV

> ZOAPKWHA EK TWV SAKTUALOELOWC SLATTAEKOUEVWV SEVHPLTIKWV KUTTAPWV: S-100+, (-) yia
deiktec Aeiag pukic dtadopomnoinong

» Amnodladoporoinpévo Aumoodpkwpa: Yrtepoxn Twv oudetepodilwv evtog Tou
dAeypovwdouc SinOpatoc, MDM2+, CDK4+



DOAeypovwodec Aelopuooapkwpa

» Ztadlonoinon:
UICC TNM (2020)

» BaBuomnoinon:
YJuotnua FNCLCC

» Endavion omopoKpUOUEVWV HETAOTACEWV o€ 4/20 nepuntwoelg (<5 €tn
noapoKoAovOnong)

» H anwAela tov evog avtlypddou oxedov OAwv Twv xpwpoowpdatwy (near-haploidization)
daiveta va oxetileton pe mMoAU KaA} mpoyvwon



DOAeypovwodec Aelopuooapkwpa

» Anapattnta Atayvwotika Kpunpua:

-AgouidEC NWOWOPIAWY ATPAKTOHOPP WV KUTTAPWYV TIOLKIANG OTUTILOLG, LE MLTWTLKA
dpaoctnpLotnia

-NMukvo pAeypovwdeg dtRONUa, anoteAovpevo and Aspudokuttapa i
LOTLOKUTTAPLKO/EavOwpaTwdEC, TOLKIANG oUVOEONC

-OcstikotnTa yra SMA, desmin kai/n caldesmon



NeomAdopata pe Atadopomnoinon MNpappwtwyv Mutkwv
Vv

»PaBédopdwpua

»PapBéopvoocapkwpa EpBputkou tTunou

»PapBdopvoocapkwpa KupeAdikou Tunou
»PapBédopvoocapkwpa MAsiopopdou tunov

> PaBédopuvocapkwpa ATpaKTtoKuTTopLlkoU/ZKAnpuvTikoU TUMou

» EKtopeosyxUpwpa



PaBdopvwpua
(Rhabdomyoma)

KaAon0ng oykog twv pe dtadopomnoinon YPoUUWIWY HULKWV VWV



PaBdopbwpua

» Evtormion: EviiAkou tumou-suPputko: kepaln-tpaxnAog (mapadapuyylkog xwpoc, oleAoyovol adEVEC,
Adpuyyag, oToua, HoAaKA popLa), oupodoxog KUOoTN
-FevvntikoU tomov: awdoio, oTaviwg IMaPAoPXLKN EVTOTLON

» KAwikn ewkova: pala pe Bpadeio avamtuén, CUPMTWHATO aVAAOYQ LE TNV EVTIOTILON
-EpuBpuULKO: poviipn
-TOmou EvnAikwv: povipn ] TOAUECTLOKA
-FevvntikoL tomovu: pnvoppayia, moAvmodag, pala ooxEou

» Emudnpioloyika dedopeva: EEQPETLKA OTIAVLIOG GYKOG
-TOmou EvnAikwv (p.nA. 60 €tn, epog 33-80)
-EpBpuUkO (K.NA. 2,1 €tn, A:0 1,7:1)

-FevvntikoU tomovu: p.nA. 50 £tn, eVPOC 8 UVEG-67 £TNn

» Awtioloyia:

-EpBputko: ZUvdpopo basal cell naevus (loss-of-function petaAAdaelg tov oykokataotaAtikov yovidiou
PTCH1)

-2Uvépopo Birt-Hogg-Dube (petaAAaén tov yovidiov FLCN)



PaBdopvwpua

» NaBoysveon:
-EpBputkd: ZUvépopo basal cell naevus (loss-of-function petaAAaelg tou
OYKOKOTAOTAATLKOU yYovibiovu PTCH1): evepyomnoinon tng odou sonic hedgehog

-Mn ocuvdpouLkéc mepumtwoelg kot PM EviAikou tomou: evepyornoinon tng odou sonic
hedgehog pe ayvwoto tpono



PaBdopvwpua

» Makpookormuikn epdavion: EviAikou tumou: pala ud 1,5-7,5ek, kaAd nepiypartn,
Kaotavodalng-KoKKLvokadE xpolac, pe AoBwtn-vBwdn neplpépela
EuBpuiko: pala pud 1-12,5¢k, e oxnUatiopo oAvmodo otouc BAEVVOYOVOUC
FrevvntikoU tumou: pala ud 1-3ek, He oXNUATIOUO TTOAUTIOO 1] LEPLKO EVKLBWTLOUO TOU
OTIEPUOTLKOU TOVOU

MeyaAou pey£Bouc noAvuywvika kuttapa, ddOovo nwowvodpiio

KUTTOPOTTAQLGHLA, HLKPOU HeyEBouc otpoyyuloi PuoaAdwdEeLC MUPAVEG, HIKPA TTUPAVLA,
OPOLTAL KUTTOLPLKA OpLaL

» desmin+, MSA+, myoglobin+, S-100+/-, SMA+/-, myogenin €6TLOKI)



EvAlkou TUTOU
Pafdouvwpa:
MeyaAou
neyEbouc
TIOAUYWVLKA
desmin KUTTOPOL UE
adOovo
NWOoWOodLAO
KUTTOPOTIAOLO A,
LLKpOU pEeyEBoUC
OTPOYYUAOUC
duoaAldbwodELg
TIUPNVEC LE ULKPA
TIUPAVLA KoL
OPATA KUTTAPLKA
opLa

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

myogenin




PaBdopvwpua

» EMBpULKO: aVWUAAEG SECUIOEG AVWPLIWY YPOHUWTWYV VWV EVTOC HUEOELSOUC
UTTOOTPWHLOTOC, CUXVEC ULTWOELG, QTITOUCLOL OLTUTTLOG 1] ATUTIWV LITWOEWV, VEKPWONG 1
SiNOnTkwv opiwv
-KuttapoBptBnic undtumog: opolopopdoc TANOUoUOC ano StadopoToLNUEVEC

papBéopuoBAdactec

-Neavikog (evdiapecog) unotunog: avénpévn kuttapofpibeia oe oxeEon Me TNV KAAGLKA
endavion, Alyotepo HUEOELOEC oTpWHA, KUTTAPA HE AELO MULKO PALVOTUTIO Kot
Stapopomnoinpuéveg pafdopuvoBAacte

-Muéo£161¢ UMOTUMOG: EMKPATNON TOU OTPWHOTOG EVAVTL TWV KUTTAPWV

» desmin+, MSA+, didonapta Oetikd kKUTTOpa (+) yia myogenin



EuBpuikd PaBdouvwua: Auénuévn kuttapoPpibela, puien wplpwv paBdopvopflactwy pe
aTPOKTOHOopda HUOELSH KUTTAPA, ECTLAKN TTapousia HUEOELGOUC OTPWHATOC

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



PaBdopvwpua

» levvntikoU Ttumov: € OnAsa: pIKPO HEyEDOC (<2eK), XaAAPOG CUVOETIKOC LOTOG ME
StapopomnotnUeEveg atpaKTtopopdeC, TOAVYWVLKES 1 EMUAKELG paodopuoBAdcTteg, xwpic
MITWOELG, XWPELE N LE ATILAL TTUPNVLKA OTUTILA, amtouoia mupnvikoU AelopopdLlopou,
ANOYZIA ZYMNYKNQZHZ TQON KYTTAPQN AMEZQZ KATQ ANO TO BAENNOTIO (cambium
layer)

2e appeva: popdoloyka otowxeia PM EvijAikou i EuBpuikov PM

» desmin+, MSA+, MYOD1+, myogenin+ (miBavwc¢ eotiakn)



PaBdopvwua

_.;w, ¥ e Sl S L S S S s A
[evvntikoU tumou PaBdopvwpa: moAumosldng dtapopdwaon PAevvoyovou atdoiou, XaAapoc cUVOETLKOC
LOTOC e SLPOPOTIOLNUEVEC ATPAKTOUOPPEC, TTOAUYWVLKEC 1 ETILUNKELS paBdopvoPAdoTteg, anouoia
OUMTTUKVWONC KATW aro To BAevvoyovo

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



PaBdopvwpa- Atadoptkn Atdyvwon

» EvAAwou tomnou:
-EpButkov tumou pafdopvocdpkwpo: o€ madld/vEoug eVAALKEG, TUPNVIKOC TAELOMOPPLOMOC, Hi€n
WPLLWV Kal AwpwVv papdopvopAactwy, StnONTIKA 0pLa, MAPOUCILA MITWOEWV KAl VEKpWONG, myogenin+,
MYOD1+
-NAsopopdo pofdSopvocapKWLOL: TTOPOUOLA LLTWOEWV, VEKPWONGE, EVTOVOU TtUPeNVLKOU AslopopdLopol
-Pafdopvocapkwpo HeTA armo xnuetoBepaneia: KALVIKO LOTOPLKO, myogenin++, MYOD1+
-KupeAbko capkwpa PLaAoKwy poplwv: EViovn MUPNVIKA aturia, avénpévo mupnviko HEyedog, EVKPLVA
nupnvLa, mapouocia ayyeltokoU diktuou Kat epBoAwv, TFE3+
-KOKKLOKUTTOPLKOG OYKOG, XLUMEpvwa (S-100+), totlokuttapwon (PGM-1+, CD163+)

> EpBpuKo:
-EpBuiko tUTou paBSOUUOCAPKWELOL: TIUPNVLKOG MAELOMOPPLOUOC, HiEN WPLHWV Kl AWPWV
papdopvofAactwy, SInONTIKA OpLa, TIOLPOUCILA LITWOEWV Kol VEKpwoNnG, myogenin++, MYOD1+
-ATPOKTOKUTTOPLKO POBOOUUOCAPKWLOL: EVTOV KUTTOELKH OTUTILOL, TILO OVOATOVOG KUTTOPLKOG MANOUGHAG

» TevvntikoL tumou:
-EpBuikov tUTou podopuocapKwoL: TTUPNVIKOC TIAELOHOPPLOMUOG, Hign
WPLLWV Kal Awpwv papdopvopfAactwy, S1nONTKA 0pLa, MAPOUCLA MITWOEWV KAl VEKpwoNG, cambium layer



PaBdopvwpua

» MNpoyvwon:
Yriotponn o€ ateAn e€aipeon, Wdlaitepa og EvnAikov tumouv PM



PaBdopvwpua

» Anopattnta AtayvwoTtika Kpupula:
-KaAa nepiyparntn aAdoiwon xwpic StROnon twv napokeipevwv Sopwv

-210 PaBdopvwpa tov atdoiov MIKPO MEFEOOZ kat AMTOYZIA cambium layer, wpLpeG
paBéopuoBAAoTEC XWPELC atuTtia, MITWTIKA dpaoctnplotnta i VEKpwon

-210 Paféopwpa EpBpulkol TUTTOU UMOPEL VOL TOLPOTNPELTOL HITWTLKNA
dpaotnplotnta



EuBpuikol tumou Pafdopvocapkwpa
(Embryonal Rhabdomyosarcoma, ERMS)

Kakon0n¢ oykog pe dtadopomnoinon npog ELBPULKEG YPOAMHWTEG LULKEG LVEC



EupBpuikol tumou Pafdopvocapkwpa

» Evtomion: kedpaAn-tpAaxnAoc, oupoyevvnNTLKO cloTnua, XoAayyelako 6€vdpo, omloBomepLtovalo,
KoL\l

» KAWLKN €LKOVOL: CUUTITWHOTO OLVAAOYOL LLE TNV EVTOTILON

» EmubénpioAoyika 6sdopéva: PaBSOHUOCAPKWHA: TO TILO CUXVO CAPKWHO LOAOKWY HopLlwV OE
rnouda kot epriouc (4,5/1000000 nAwkiog 0-20 Twv),

» ERMS: 1/3 twv neputtwoewVv o€ nAkia <5 £tn, 20% Tou paBSOUUOCAPKWHATOC TWV EVNAIKWYV,
0:A1:1,5

» Auwtiodoyia:
-20vépopa ov ennpedlouv tnv 060 RAS [cuvépopo Costello (petaAlagelc HRAS),

veupoivwpatwon tomov 1 (NF1), couvdpopo Noonan]
-20vépopo Beck-Wiedemann (avwpdaAieg oto imprinting tng neploxng 11p15.5)
-ERMS pntpag: couvdpopo DICER1L



EuBpuikol tumou Pafdopvocapkwpa

» MNaBoyeveon: aveundoeldia, pe moAvuowpia tou yovidiov 8, emunAéov avtiypada twv 2,
11, 12, 13 kay/Ay 20.

MetaAAagelg os:
-yovidLa tng 060U RAS (NRAS, KRAS, HRAS, NF1, FGFR4)
-0 puBuLoTEC TNG 060U PI3K (PTEN, PIK3CA)
-0€ pUBOHLOTEC TOU KUTTOPLKOU KUKAOUL (FBXW?7, CTNNB1)
-TP53: 10% TwV MEPUTTWOEWV TIOU OXETL{OVTOL PE avamAaoia




EupBpuikol tumou Pafdopvocapkwpa

» Makpookorikn epdavion: pala ud 1,5-7,5ek, acadpwv opiwv, OXNUATIONAC TTOAUTIOS 0L OTOUG
BAevvoyovouc, eVioTe LE pioxo

» Mpwtoyovnc epdavionc HECEYXUHATIKA KUTTapa o€ dtadopa otadla LUOYEVESNG KOl
dtadpopomnoinong
-Actepoeldn kuttapa pe eAaxioto apdidpilo kuttaponAacpa
-AtadpopomnoloUpeVeC paBSoUOBAACTEC: NWOLVOPLAO KUTTAPOTAQOHO, EMULNKUGUEVO OXNHA
(tadpole/spider cells)
-TeAikw¢ Stapopomotnuevec pafdopuoPAaocteC pe paBOWOELG EVTOC TOU KUTTAPOTTAAOHATOC, TILO
npodaveic LETA TN Oepaneia



EupBpuikol tumou Pafdopvocapkwpa

» ERMS evroni{opevo otoug BAevvoyovoug (BotpuosldEc): ypaoeLldeic
KUTTOPLKECG 0LOPOLOELC LE GUMTIUKVWOT TWV KUTTAPWYV KATwOEeV Tou emibnAiou
(cambium layer), e OXNUOTIOUO UTTOKUTTOPLKWV MTOAUTTOELO WV OTlWwV

-OyKOL LE TTOPOLOPXLKT) EVTOTILON: OTPAKTOKUTTOPLKN HopdoAoyia LE EOTIEC
TUTTLKWV LOTOAOYLKWV EUPNHATWV

-IMAvio BKTa popdoloyika yapaktnplotika ERMS kat ARMS (xwpelic
avadiataéelc tov FOX01), etepoAoya ctolxeia xovépou



EuBpuikov tumou PafBdopvoocapkwpa
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‘Evtovec evaAlayEg tng kuttapoPpiBetag, Bpaxelec deopidec wosldwv-atpaktopopdwyv KUTTAPpWY, B€on
xovdpvng dtadopormnoinong

WHO, Soft tissue and bone tumors 2020
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2TPOYYUAQ Kol atpaktopopda KUTTapa o€ XaAapo HUEOELOEC oTPpWHA, LE TTapousia SLaoTapTwy

IJ.EVd)\O U HEVEIG oug T[)\E lé l.lO pd)wV KUTpo WV Hornick, Practical Soft Tissue Pathology, 2019



EuBpuikov tumou PafBdopvoocapkwpa

Botpuocldéc PaBdopvoodpkwpa: NMNoAvolwdng pakpookoTriki Eudavion Tou OykKou

WHO, Soft tissue and bone tumors 2020



EuBpuikov tumou PafBdopvoocapkwpa

Botpuoslbeg PaBBdopuvocdpkwpa: MotkiAn kuttapoPpibeta, puEoeldec uMOOTPWHA, CUMIUKVWGN TTUPAVWV

KATw arod to endnAo (cambium layer), mpwtoyovng epdavionc kuttapa Kot SL1adpopomoLoUUEVEG
pafdopuoBAdotec

WHO, Soft tissue and bone tumors 2020



EuBpuikov tumou PafBdopvoocapkwpa
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2 UUTTAYEC TIPOTUTIO AVATTTUENG, myogenin++

WHO, Soft tissue and bone tumors 2020



EuBpuikol tumou Pafdopvocapkwpa

» AvarAoaotiko ERMS: Meyalou peyEBouc, Evtova Atuma KUTTAPO LE UTTEPXPWHATLKOUC
TIUPNAVEC KoL TTOAUTTOALKEG MLTWOELC
-Eotiakn f} duaxvutn napovcia avanAactikic popdoAoyiog

» desmin+, MYF4+, MYOD1+, MSA+, SMA+, myogenint (81axutn €éKPpaon ==pSUOUEVAC
TLPOYVWOTLKOG SELKTNC)
-rtiOavny avwpaAn €kppoaon S-100, NFP, kepoativwv



EuBpuikov tumou PafBdopvoocapkwpa

R

-
L}
‘

AvarAaotikoU tunou Pafdouuvoocdpkwua: Erntaywyn dtadopomnoinong peta tn AnYn

XapunAng dtadopormoinong KUTTAPA LE ATUTIEG XnUewoBeparmneiog
HUITWOELC

WHO, Soft tissue and bone tumors 2020



EupBpuikol tumou Pafdoupvocapkwpa- Atodpoptkn Alayvwon

» KupeAdikov tomou Pafdopvocapkwpo: io opotopopdoc Kuttaplkog tAnOuouog,
myogenin++, dtapetaBcoelg PAX3  PAX7 —FOXO1A

> Paféopvwpa



EuBputkol tumtou Padopvoocapkwpa

» Ztadlonoinon:
EvAwkec: UICC TNM (2020), eKTOC OYKWV PE EVTOTILON TNV KEDOAN KoL TOV TPAXNAO
Nowdia: Tpomomotlnpévo cvotnpa TNM [the Intergroup Rhabdomyosarcoma Study Group (IRSG)
grouping system], pe €udoaon otnv EVTOMLON TOU OYKOU, cuVUTtoAoyi{ovTtag Ta OpLaL EKTOUNG
KOlL TNV Ttapoucial UTTOAELITOUEVNC VOCOU

» BaBOponoinon:
E€ oplopol uPnAnRc KakonBeLag

» Inuavrtikoi Mpoyvwotikoi mopdayovtec: nAwkia, otddlo
-a00¢eveic 1-9 eTwv: KaAUtepn Mpoyvwan ano ta BpEdn n toug eprnpoug
-tadLa: KAAUTEPN TPOYVWON QIO TOUG EVAALKEC



EuBputkol tumtou Padopvoocapkwpa

» Anapattnta Atayvwotika Kpuipua:

-2TPOYYUAQ Kall atpaktopopda awpa KutTapa He Staonaptec KaAng dtadoponoinong
paBdopvoBAaotec

-OcstkoTnTa yia desmin Kat ETEPOYEVAC OETIKA Xpwon yta myogenin kaiy/ MYOD1

» EmBupunta Atayvwotika Kpttipot:
Arntovoia avadlatatswv tov yovidiov FOXO1



KupeAdikou tumou Pafdopvoocapkwpua
(Alveolar Rhabdomyosarcoma, ARMS)

KakonOn¢ oykog ek povopopdwv oTpoyyuAwv Kuttapwyv pe dtadoponoinon
TPOC YPOLLLUWTEC LULKEG LVEG KoL avixveuon evog ek Twv PAX3-FOXO1 n PAX7-
FOXO1 avadiatafewv otnv MAELOVOTNTA TWV MTEPLITTWOEWV



KueAbikou tumtou Pafdopuvocapkwpa

» Evtomon: ev tw PAaBel poAaKd popLa TwvV AKpwV, KEPAAN-TPAXNAOC, TTaPACTIOVOUALKA TIEPLOXN,
TEPLVED

» KAWLKN €LKOVOL: CUUTTWHLOTA OlVAAOYa LE TNV EVTOTILON, ERPAVION 0T SLAYVWON HE ETILXWPLEC N
OTIOOKPUOEVEC AELPOYEVELC 1) ALLLATOYEVELC LETAOTAOELC O€ 25-30% TwV aoBevwy

» Erudnpiodoyika dsdopéva: 1/4 twv cuvoAikwv dtayvwoswv RMS (peak 10-25 £tn, Alyeg
TMEPLNTWOELC OE EVAALKEC >40TWV)

» AuwtioAdoyia:
AyvwoTtn



KupeAdikou tumou Pafdopvoocapkwpua

> NaBoyéveon: PAX3-FOXO1 [t(2:13)(q36;qG14)] ¥y PAX7-FOXO1 [t(1;13)(p36;q14)]
avadlataéewv 0to 85% TWV MEPUTTWOEWV
- PAX3, PAX7: petaypadLKol mapayoviec HE Kaiplo poOAo oTn LLUOYEVEDN
-OL XLHLOLPLKEC TIPWTEIVEG SpOUV WG oyKoyovidla pe enidpaon o moAvaplOpa yovidia-
otoxouc¢ (MET, ALK, FGFR4, MYCN, IGF1R, MYOD1)
-ontaviotepa: PAX3- FOXO4,NCOA1,INO80OD, FOXO1-FGFR1

» - eTunAéov avtiypada tou ALK kot kuttaponAaopatiky Eékdppaocn tng mpwteivng ALK



KupeAdikou tumou Pafdopvoocapkwpua
» Makpookorikn epdavion: pala Asukogpatng XpoLag LE oLpoppayiol Kot VEKPWTLKEG TLEPLOXEC

» 'Evtovn kuttapoBpifeia, mpwtoyovne epdAviong LECEYXUMOTIKA KUTTAPO LE EAAXLOTO
KUTTOPOTIAOQLOLOL, UTLEPXPWHOTIKOUC MUPAVEC KAl LEYAAN HITWTIKA dpaotnplotnta
-DWAeWSEC MPOTUMO HE ATIWAELA TNG KUTTOPLKIG CUVOXING OTO KEVTPO Kol SLaXwpLopo Twv wAEWV
arnod wwén dtadpaypatia
-2UXVA OOV TOAUTIUPNVWV YLYAVTLWV KUTTAPWV
-2€ Alyeg neputtwoelg popdpoloyka epdaving papdopvopBAlactiki dtadopomnoinon

» ZUMIOYNG UTTOTUTIOG: XOLPOAKTNPLOTIKA KUTTAPOAOYLKA EVpRATA XWELE TRV tapouoia
dwAswv/dtadppaypatiwv

» Inavia dtavyokuttaplkn popdoloyia

» desmin+, myogenin+++, MYOD1+ (ev8éxetal eotiakn BeTikoTnNTOL)
-riiOavi) avwpoAn EKPpacn KEPATLVWV 1) VEUPOEVOOKPLVLIKWY SELKTWV



KueAdikol tumtou Padopvocapkwpua
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O€E0ELC UE CUMTIAYEC TIPOTUTIO N HE TTaPOoUCia TTOAUTIUPNVWYV YIYAVTLWY KUTTAPWV
WHO, Soft tissue and bone tumors 2020



KueAdikol tumtou Padopvocapkwpua
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KupeAdiko mpotumo avantuéng,
OE0ELC UE CUUTIOYEC TTPOTUTIO, BEoeLC e Slauyn KUTTOpA

Hornick, Practical Soft Tissue Pathology, 2019



KueAdikol tumtou Padopvocapkwpua

Myogenin
Endavic mapovoia papdwoswv

Hornick, Practical Soft Tissue Pathology, 2019



KueAdikou tumou PaBdopvocapkwpua- Atadopikny Atayvwon

» EpBpukov tumov PaBdopuvoocapKkwpa
» PaBdopvwpa

» apkwpo Ewing: Anovoia cadoic kuPpeAdikol npotunou avamntuéng, CD99+, myogenin-,
SiapetaBeoelg tov yovidiov EWSR1

» ZuvoBLoko capkwpa mtwyn¢ dtadopomoinong: mapouvcia emONALakwyv dopwv, BeTIKA
Xpwon ywa kepativn kat EMA, myogenin-, cUvtnén $S18-S5X1/2



KupeAdbikov tumou Pafdopvoocapkwpa

» Ztadlonoinon:
EvAwkec: UICC TNM (2020), eKTOC OYKWV PE EVTOTILON TNV KEDOAN KoL TOV TPAXNAO
Nowdia: Tpomomotlnpévo cvotnpa TNM [the Intergroup Rhabdomyosarcoma Study Group (IRSG)
grouping system], pe €udoaon otnv EVTOMLON TOU OYKOU, cuVUTtoAoyi{ovTtag Ta OpLaL EKTOUNG
KOlL TNV Ttapoucial UTTOAELITOUEVNC VOCOU

» BaBOponoinon:
E€ oplopol uPnAnRc KakonBeLag

» Inuavrtikoi Mpoyvwotikoi napayovteg oxetl{opevol pe Mtwyn Npoyvwon:
-H napoucia Twv XapaKTNPLOTIKWV SLAUETOOECTEWV SUOHEVHG MTPOYVWOTLKOC TtapaywVv (aoBeveic
HE PAX3-FOXO1 xepotepn npoyvwon ano acBeveic pe PAX7-FOX01)
-Evioxuon twv MYCN, CDK4, MIR17HG



KupeAdbikov tumou Pafdopvoocapkwpa

» Anopattnta kat Embupntd Altayvwotika Kpwtipua:

-Opowopopdpa otpoyyuld KuTTOpQ

-2UXVO aAAQ O)XL amapaitnTto To KUYPEALOLKO TPOTUTO OVATITUENG

-Aldyutn upnvikn BetikdtTnTA ylo myogenin Ko ETEPOYEVAC BTk xpwon yia desmin
koi/n MYOD1

-30vtnén PAX3/7-FOXO1



[MAewopopdou tumou Pafdopvoocapkwpua
(Pleomorphic Rhabdomyosarcoma)

YUnAoBaBung kakonBelag oapkwuo pe mAelopopdn epdavion, cuvRdwe twv
evnAikwv, €€ Evtova ATUTIWV NWOLVOPIAWV TIOAUYWVLKWV, CTPOYYUAWV Kot
oTPaKTOpOPP WV KUTTAPWYV HE Stadopomnoinon MPocC YPOUUWTECG LULKEC LVEG



MAewopopdou tumou PaBdopvocapkwpua

» Evtomion: ev tw BAaBel padakd popla twv akpwyv (L8lwe Tou KATw Kol OTIavVIOTEPA TOU AVW AKPOU),
BwPAKLKO-KOIALOKO TolYwHa, KoWkla/omioBomnepttovaio, KEDaAr-TpaxnAog

» KAwLKN elkovo: Toxewe avéavopevn, enwduvn pala
» Emubénpioloyika 6sdopeva: 6M-7" dekaetia (LEon nAwkia 72 €tn), ©:A 1:1,8

» Auwtioldoyia:
AyvwoTtn



[MAewopopdou tumou Pafdopvoocapkwpua

» NaBoyéveon:
20VOEeTOC KaPLOTUTIOC TIEPLAAUBAVWV YOVIOLAKEC AMWAELEC, EMLITAEOV avtiypada Kol
evioyuon yovibiwv (onwe oe adiadoponointo mAelopopdpo capkwpa)



[MAewopopdou tumou Pafdopvoocapkwpua

» Meyalou pey€Boug, Evtova atuma KUTTapa MOAUYWVLIKAC, atpaKtopopdns n popdosidouc
popdoAoyiag, cuxva noAuntupnva, HE NWOLVOPIAO KUTTAPOTAQCHA

> desmin+, MYOD1-/+, myogenin-/+



MAgwopopdou tumou PaBdopvoocapkwpa
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MAgwopopdou tumou PaBdopvoocapkwpa
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MAsopopdou tumou Pafdopvoocapkwua- Atadoplkn Atdyvwon

Kopkivwpa xapnAng dwadopormnoinong: kepativn+, EMA+, desmin-, h-caldesmon-, myogenin-
MeAavwpa: S-100+, SOX-10+, desmin-, h-caldesmon-, myogenin-

AvarnAootiko Aépdwpoa: CD30+, ALK+, desmin-, h-caldesmon-, myogenin-

MAswopopdo Autocapkwpa: S-100+, SMA+, desmin-, h-caldesmon-, myogenin-
Antodiadopormnoinpévo Atmoodpkwpo: SMAt, desmint, h-caldesmon-, myogenin-

KakonOn¢ oyko¢ artd ta EAvutpa twv nMepLdEPLKWV VEVPWV HE eTEPOAoyN papfdopvoBAacTtiki
dtadopomnoinon: EMAL, S-100t, SMAt, desmin+, h-caldesmon-, myogenin+

YU nAng kakonBeiag puéoivoodpkwpa: SMAL, desmin-, h-caldesmon-, myogenin-

DOAeypovwdng puoivoPAaoctikog oykog: ALK, SMAL, desminzt, h-caldesmon-, myogenin-



MAewopopdou tumou Pafdopvoocapkwpa

» Ztadlonoinon:
EvAwkec: UICC TNM (2020), eKTOC OYKWV PE EVTOTILON TNV KEDOAN KoL TOV TPAXNAO
Nowda: Tpomomolnpévo cvotnpa TNM [the Intergroup Rhabdomyosarcoma Study Group (IRSG)
grouping system], pe €udoaon otnv EVTOMLON TOU OYKOU, cuVUTIoAoyi{ovTtag Ta OpLaL EKTOUNG
KOlL TNV Ttapoucial UTTOAELITOUEVNC VOCOU

» Mpoyvwon: péon enBiwon 7,3 paveg, 80% died of disease, GUXVEG LETAOTACELG GTOUG MVEUNOVEG

» Inuavtikoi Mpoyvwotikoi mopayovteg:
-OykoL pe emMoAnG evtonion (~20% Twv MEPUTTWOEWV) £XOUV TMILO EVUVOIKN TPOYVWOn)



MAewopopdou tumou Pafdopvoocapkwpa

» Anopattnta AtayvwoTtika Kpupula:
-NAsopopda kuTTAPA HE KOKKLWOEC NWOLVOPLAO KUTTAPOTAQ OO
-OsTikotnTa Yia desmin kot myogenin



ATPOKTOKUTTAPLKO/ZKANPUVTLKO
PaBdopvoocapkwua

(Spindle cell/sclerosing Rhabdomyosarcoma)

TUno¢ paBdopuocapKWUATOC Ao atpaktopopda KutTapa Kat/n
okAnpuvtiki popdoloyia



ATPAKTOKUTTAPLKO/ZKANPLVTIKO PafBdopvocapkwpal

» Evtomion: kedpaAn-tpaxnAog, akpa, omtAdyxva, orntoBornepltovalo, ootd
Noawdia: mapaopykn meploxn, KepaAn-tpaxnAog

» KAWLKA €LKOVOL: CUUTTTWHOTO OVAAOYQ LLE TNV EVTIOTILON

» Emubnuioloyika edopéva: 3-10% twv CUVOALKWV SLayvwoewv paBdopuoocapKwHaToc,
HE MPooBoAn Bpedwyv, matdiwv Kot EVNALKWY

> AtioAoyia:
AyvwoTtn



ATPOAKTOKUTTAPLKO/ZKANPUVTLKO PaBdopvocapkwpa

» NaBoyéveon:
> 1" Opada-2uyyeveéc/Neoyvikd: avadtlatatelc twv yovidiwv VGLL2, SRF, TEAD1, NCOA2,
CITED?2 (xuaipikad yovidia SRF-NCOA2, TEAD1-NCOA2, VGLL2-NCOA2, VGLL2-CITED2)

» 2" Opada-0Oykol og EdnPouc kot vEouc eVAALKEC (Kupiwg): petdAaén MYOD1
p.Leul22Arg (mapeumnodion tng Asttovpyiog tou MYODI kot UTAOKA TNG LKOVOTNTAC TOU
MYC nipo¢ mpocdeon)

» 3" Opada: xwpic avayvwplolo YEVETIKA XOpOKTNPLOTLKA

» Ootikoi OykoL: Suo tumnol ouvthéewv (EWSR1/FUS —TFCP2, MEIS1-NCOA?2)




ATPOAKTOKUTTAPLKO/ZKANPpLVTLKO PaBdopvocapkwpa
» Moakpookorkn epdavion: pala ud 1,5-35ek, OXETIKA TLEpiyportTn

» ATpaKTOKUTTOPLKO Pafdopvoocdapkwpa: KuttapoPplOeic Seopnidec atpaktopopdwv KUTTAPWVY UE
SLAMAEKOEVO TTPATUTIO | MPOTUTO «PAPOKOKKOAO» (AA AELOUOCAPKWLA, LVOCAPKWLOL)
-Kuttapwkn popdoloyia: nWowodpIAo KUTTOPOTAQGHA, WOELSNG KEVIPLKA TOTMOOETNHEVOG UTEPXP WLOLTLKOG
nupnvoc He apuBAsio akpa, pkpad Suodlakpita rtuprnvia, €vtovn aturnia Kat ApOoveES TWOELS
-MBavn eotiakn mapovoia adiadoponointwyv NEPLOXWV LE OTPOYYUAOU OXAHATOG KUTTOPA
-Kuttapa tadpole/strap, papdopuofAaocteg pe epdoveic papdwoslg

» ZKAnpuvtiko PaBdopvoocdpkwpa: epdavic otpwpatikn valosidomnoinon/okAnpuvon (AA ooteooApKWHOL)

-Kuttapwkn duataén oc xopdég, pwAeég, dokideg, pkpokuPEAeG, Yeudoayyelakol g Xwpoug

-Atpaktopopda Kuttopa
-Neploxéc anod emBnAloedn KuTTAPA SLatacoOpeva o€ aBpoloel N deoideC



ATPOAKTOKUTTAPLKO/ZKANPLVTIKO PaBdopvocapkwpal

» desmin+++, MYF4-/+, MYOD1/myogenin+ (dtayutn i eotiakn),
» MSA-, SMA-



ATPOAKTOKUTTAPLKO/ZKANPLUVTLKO PaBdopuvocapkwit
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ATPOAKTOKUTTAPLKO/ZKANPLVTLKO PaBdopvocapkwpa
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ATPOKTOKUTTAPLKO/ZKANPUVTIKO Pafdopvocapkwpuoa- Atadopikn
Aldyvwon
» NelOpLOCApPKWHLA: myogenin-, MYOD1-
» Kapkivwpa xopunAnc dtadopomnoinong
» Melhavwpa

» Kakonbnc oykoc amno ta EAutpa TwV NEPLPEPLKWV VEUPWV HE ETEPOAOYN
pafBéopvopBAaotikn dtadopomnoinon

» ZuvofLako capkwpa mtwyn¢ dtadopomnoinong



ATPOAKTOKUTTAPLKO/ZKANPLVTLKO PaBdopvocapkwpa

» Ztadlonoinon:
EvAwkec: UICC TNM (2020), eKTOC OYKWV PE EVTOTILON TNV KEDOAN KoL TOV TpAXNAO
Nowdia: Tpomomolnpévo cvotnpa TNM [the Intergroup Rhabdomyosarcoma Study Group (IRSG)
grouping system], pe €udoaon otnv EVTOMLON TOU OYKOU, cuVUTtoAoyi{ovTtag Ta OpLal EKTOUNG
KOlL TNV Ttapoucial UTTOAELITOUEVNC VOOOU

» Mpoyvwon:
» ZUYYeVECG/NEOYVIKO: sUHEVNC KALVLKH TTOPELX

» MYOD1-petalAaypEVOL OYKOL: ETILOETIKN KALVLKA TTOPELQ, 3-€TNC KoL 4-€TAG eMIPBlwon og maldLa Kol EVAALKEC
36% kol 18% avtiotolya




ATPOAKTOKUTTAPLKO/ZKANPLVTLKO PaBdopvocapkwpa

» Anapattnta Atayvwotika Kpuipua:

-KuttapoBplBeic SeouideC atpaKTOpOPPWV KUTTAPWYV | VEOTTAQGHOTLKA KUTTOPO
EVTOC TOLKIAWG OKANPUVTLKOU KOAAOLYOVIWS0OUG UTIOOTPWHOTOC

-OQetikoTnTa Yo desmin, myogenin (eotiakn) kot MYOD1

» EmBupunta Atayvwotika Kpttipot:
MetaAldéelc Tou yovibiov MYOD1 kat/n mapoucio mokiAwy yoviSlakwy avadlataéewy



EkTtopeoeyxU LWL
(Ectomesenchymoma)

E€opeTika omavio moAUdaLVOTUTILKO GAPKWLLOL AITOTEAOUEVO Ao KUTTOpO
Kot dtadpoponoinong
(paBdopvocAPKWHA KOl VEUPWVIKEC/VEUPOPBAACTIKEG CUVLOTWOEC)



EkTopeoeyXU LWL
» Evtomion: nuehoc/mepiveo, ouPOYEVVNTLIKO cUOTNUO, EVOOKOIALaKA/omioBomepLtovaika paAaKd
HopLa, kKedaAn-tpaxnAog, akpa, LecoBwpakLo
» KAWLKN €LKOVOL: CUUTTTWHOTOA OLVAAOYOL LLE TNV EVTOTILON
» EmbénpioAoyika 6sdopéva: 50 nepuimtwoelg Ewe npoocdarta, nAkiac 0-15 etwv (cuvRBw <5 gTwv)

» Autiodoylia:
AyvwoTtn



EkTtopeoeyxU LWL

» MNaBoyeveon: evpApMOTA ETUKAAUTITOMEVA HE aUTA Tou ERMS

-petaAlaéelc tov HRAS
-uTtePEKPpaON Yovidiwv oxeTI{OEVWY HE TN puoyeveon (MYOG, CHRND, MRLN)



EktopeoeyyUpwua

» Makpookorikn epdavion: pala ud 3-18«k, moAvolwdng, nepBaAAopevn ano Aenty kaya, U
TLEPLOXEC OLLLOPPAYLAC KoL VEKPWONG

» Mopdoloyia

» ERMS (BotpuocldEg, SECULO WTO-ATPOKTOKUTTOPLKO ME HUEOELOELC MEPLOXES, CUMTTAYEC TIPOTUTIO ME
«mpwTtoyova» kuttapa, MSA+, desmin+, MYOD1+, myogenin+) KAI

» Nevuposktodepuika octoyeia (NSE, synaptophysin, chromograninA, S-100 o€ cuvodd KUTTapOL
Schwann)
-Aldomnapta yoyyAlaka Kuttapo
-Qpo yoyyAlovelpwpo
-fayyAlovevpoBAdoctwpa
-NevpoBAactwua

» OAEN NEPINAMBANONTAI NEPINTQZEIZ RMS ME ANQMAAH EKOPAZH NEYPOENAOKPINIKQN
AEIKTQN



EktopeoceyxUpuwupa
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YQYYALOVEU PWHLOTOG VEUPWVWV
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EkTtopeoeyXU LWL
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JUVLOTWOEC EPBPULKOU PO BOOUUOCAPKWUATOC KOl YOYYALOVEUPOBAACTWUATOC
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EKTopeoeyXU LWL
» Ztadlonoinon:

UICC TNM (2020),
American Joint Committee on Cancer (AJCC)

» Mpoyvwon:
-Juykpiowpun pe ERMS

-Eupevic mpoyvwon: nAwkia <3 £€tn, nEyeBoc < 10eK, EMUMOARC EVTOMION

-H anovucia eméKTaoNg TOU GYKOU N N mapouoio awpou VEVPOoBAacTIKOU ctolxeiov dev
embpouv otnv npoyvwon



EKTopeoeyXU LWL

» Anapattnta Atayvwotika Kpuipua:

-20vOetn popdoloyia pe neploxec diknv epPpukol paBSOUUOCAPKWUATOC, TO OTIOLO
OLVOLLLYVUETAL e VEUPOPBAQOTIKA oToLxeia (VEUPWVEC, yayyAloveupwua,
yoyyAloveupoBAdactwpa, veupoBAdcTwpa)

-Avooodavotumoc emiBeRatwtikoc Twv U0 otoelwy, HE BeTIKOTNTA VIO
desmin/myogenin ko synaptophysin, avtiotoiya



