NMnvi2
MuookeAetikn OykoAoyia:
Alayvwon-Oepaneia-Epevva



lVOLOTLOKUTTOPLKA VEOTIAQLCLOTOL

Aoklwtakn EAeuBepia
Entikovupn KaBnyntpla NMaboloyikn¢ AVATOULKAC
A Epyaotripto MaBoAoyiknc Avatopknc EKMA



Mpogxov Aeppatoivooapkwpa (MA),
(dermatofibrosarcoma protuberans)

EvoLapeonc kakonOeLlag twvoBAOTIKOC OYKOC OLVOLITTUCCGOMEVOC
EMLTOARC, 0 omoiog xapaktnpiletal ano Eviovn KuttapoPpibeia,
otpofLAocldéc npotumno avantuénc Kat tn dtapetabeon COLIAIL-

PDGFB | AAAEG aVAAOYEC



[Mpogxov AepuaTtoivVOCAPKWLOL

» EVtOmion: Kopuog, eyyuc akpa, KEbaAn-tpaxnAoc, YEVVNTIKA Opyava, HOoTOC, Amw
akpa

» KAwikn ewkovo/Makpookorikn) epdavion: povipng rp moAAarAot 6ot 1 MAAKEG UE
aoadn opla, AsuKwTN Xpold, eotiokn (eAatvwdng ocvotaon, Bpadeia avénon
LEeyEBoUC Kata TNV eykupoolvn N Adoyw g€€ALENC TNC BAABNC

» ErudnpoAoyika dedopeva: <1/100.000, ouvrOwg o VEOUC-UECAALKEC (21-41
dekaetia), omaviotepa o NALKLWUEVOUC-TTALOLA

» AltioAoyia: Zriopadikn epdavion.
Ye madLd e avooooavemapkeLo Aoyw eAAeLnc tng Seavaonc tng
adevooivng evdexetal va avarmtuxBouv noAAamAec BAABeC pikpoU peyEBouc



Mpogxov Aeppatoivooapkwpa (MA),

(dermatofibrosarcoma protuberans)

Enzinger, Soft tissue tumors 2020



Mpogxov Aeppatoivooapkwpa (MA),

(dermatofibrosarcoma protuberans)

Enzinger, Soft tissue tumors 2020



[Mpogxov AepuaTtoivVOCAPKWLOL

» NaBoysveon:
-95%: xLuoptko yovidio COLIA1-PDGFB [t(17;22)]

|

XLHaLpLkn mpwteivn-ouvdetng tov PDGFB-R

OYKOYEVEDHN HECW QUTOKPLVOUC SLEYEPONC TWV KUTTAPWVY

-5%: COL6A3-PDGFD, EMILIN2-PDGFD

-petaBoAec tng odou PDGFRB/AKT/mTOR og wvoocapkwpatwdec MA



>
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[Mpogxov AepuaToiVOCAPKWLOL
Alaxutn 61Onon tou Xopiov Kat Tou utodopiov He elkova diknv «KepOpac»
-Atpaktopopda KUTTOPa OpoLopopd NG ENdAvionG LE WOELOA N EMLUAKN KUNOTOELOR
nupnRva Kot oTPOBLAOELSEC i LKTLVWTO TPOTUTIO AVATITUENC
-Hrma atuntia, oAtyaplOpeg prtwoelg (<5 prtwoeig/10 hpf), ANOYZIA NEKPQIHZ
-Evtovn kuttapoBpifeia n onoia pnopei va eivol wotoco HELWUEVN OTLG EMUITOANG LOLPEC
-2tnv nepiPpépeila n StOnon naipvel tn popdn HEROVWHEVWV KuTTApwV (6LOnon vnodopiov)
-KoAAayovwdec otpwpa MEPLEXOV HIKPOU HeyEBoOUC ayyeia
CD34+, EMA+/-, S-100-, desmin-
Keyxpwopuévo MNA: MNapouoia KEYXPWOUEVWV SEVEPLTIKWV LEAAVOKUTTAPWV
Muéoelbec MA: ApOovo HUEOELBEC oTPpW A HE TTOAVAPLOMA AYYELD LVWTLKOU TOLYWHATOC Kot
noAvolwdn epdavion, aoTePOELS KUTTAPA XWPLG atumtia
NA pe puoedn diadopormnoinon: Aeopidec-pwAeEc KUTTAPWV HUOIVOBAACTIKOU TUTIOVU (CUXVA O€
ouUVOUAOMO HE LVvooopKwHaTwdEeCG MA)
NA 6iknv mAakag: AA deppatiko ivwpoa
Ivocopkwpatwdeg MA: METAZTATIKO AYNAMIKO, g€€AiEn o €600 TOTKNAG UNTOTPOTIAG
(ouxvotepa)
-0eoULOWTO nMpoTUNo avantuéng, mPotuno «PapokoKKaAo», avénon atuniog Kat prtwoswyv (10-20
prtwoelg/10 hpf), mbavn napovoia vékpwonc, CD344, 1 (-)




[Mpogyov AeppatoivooapKw

Hornick, Practical Soft Tissue Pathology, 2019, Enzinger, Soft tissue tumors 2020



[Mpogxov AeppatoivoocapKkwua

Atpaktopopda kUTTOPO opoopopdne epdaviong e
WOELON N ETUUAKN KUUOTOELSA Ttupriva Kol
oTPOBIAOELOEC | AKTIVWTO TIPOTUTIO OVATITUENG KoL
AT aTuTtiaL

Meploxec valoslbomnoinong tou
OTPWHATOC



[Mpogxov AeppatoivoocapKkwua

>TpoBLAoeldEC TPOTUTIO Meploxeg
avantuéng vaAoeglbonoinong Tou
OTPWUATOC

Hornick, Practical Soft Tissue Pathology, 2019
Enzinger, Soft tissue tumors 2020




[Mpogxov Aepuoatoivooapk

Muéoeldec NA

> L . . 2 -
Hornick, Practical Soft Tissue Pathology, 2019
Enzinger, Soft tissue tumors 2020



[Mpogxov AeppatoivoocapKkwua

Aeopidec-PpwAeEC KUTTAPWY
LuoivoBAaoTIKOU TUTOU
(Lvoednc dtadopormoinon)

Hornick, Practical Soft Tissue Pathology, 2019
Enzinger, Soft tissue tumors 2020

ph r &



[Mpogxov AepuOTOIVOCAPKWLOL

lvooapkwpatwdec MA:
SeoLOWTO MPOTUTIO AVATITUENC, TIPOTUTIO
«papokokkaAo», avénon MuPNVIKAC aTUTILOG KOl

I
I‘ll—cwoewv Hornick, Practical Soft Tissue Pathology, 2019
Enzinger, Soft tissue tumors 2020



4

(VvooapKkwuoL

Mpo&yov Aeppuarto

lvooapkwpatwdec MA: e€€AEN og €6adoc TOTIKAC

16, CD34-

UTTOTPOTIAC,

Enzinger, Soft tissue tumors 2020

Metaotatiko SUVOULKO




>

Mpogxov Aspuatoivooapkwpa- Aladopikn Atdyvwon

KaAonOeg vwdec LotiokUTwpa: ATtoucia povopopdng epdaviong, nepiypartn aAdoiwon pe anovaoia tROnong
unodopiov, CD34-

Nepwevpiwpoa: Kala nepiyparmntn aAloiwon, EMA+, CD34+/-

Asppotopvoivwpo: Atpaktopopda puoivoBAactikol TUMou KUTTapa He KABeTn diatagn nmpog tnv emdepuida, anovaoia
ENEKTAONG 0To UtodopLo, SMA+, CD34-

Emidpaverakog CD34+ woBAaotikog oykog: Kepativn(+), COL1A1-PDGFB-

KakonOng dykog amo ta EAutpa TwV IepLPEPLKWV VEUPWV:

onaviwg evroniletal oto XopLo Ko to untodoplo, SOX10+, S-100+

MeAdvwpa: SOX10+, S-100+ IVooOopKWHATWOEC
Kapkivwpa: Kepativn+ nA
Movodaoikd cuvopLako capkwpa: TLE-1+, kepativn+/-, EMA+/-

Muéoeldég veupoivwpa: Kupatoeldeic kuttapikol muprveg, anovoia eupeiag StiOnong, S-100+
ErtutoAng ayyeloptéwpa: Mewwpévn kuttapoBpibsia, anovoia 8t@nong unodopiov

Siknv «kepnBpoag»

Muéoelbég Atmocapkwpio: mapouoia AumoBAactwy Kat StakAadoUpevwy ayyeiwv Muéo
XapunAoBadung kokonOeLag LWOpUEOELSEC CAPKWLAL: oTtaviwg emunoAng, MUC4+, CD34- eL8€c
Muéoivoodapkwpa xapnAng kokonOeiag: AoBLwdeg mpotuno, nA

aUENUEVN ATUTILA-TIAELOHOPPLOUOC, XA POLKTNPLOTIKA KOLUMUAWTA ayyeia
Kakondng oykog ano ta EAutpa Twv nePLPEPLKWV VEVPWV:
onaviwg evroniletal oto XopLo Ko to utodoplo, SOX10+, S-100+



[Mpogxov AepuaTtoivVOCAPKWLOL

» Ztadlonoinon (yia to t(voocapkwpatwdec MA):
81 €kboon UICC TNM (2020)

» MNpoyvwon:
-Tortikd 8inOnTkA cupmepLtpopa
-20-50% uToTPOT) OE EKTOMN XWPLC EVPED OpLL
-5% €€€A&n o€ Ivooapkwpatwdeg MA: o emBetiki cupnepidpopa, 10-15% avantuén
HETOOTACEWV (MVEVLOVEG)

-MNOavn xpnon TKls Oepanevtikad



[Mpogxov AepuaTtoivVOCAPKWLOL

» Anapattnta Atayvwotika Kpuipua:
-2TPOPLAOELSEC MPATUTIO AVATTTUENG, OOLOMOPPOC KUTTAPLKOC TANOUGUOG
-Alaxutn 81nOnon He mMpoTuno Siknv «KepLUOpAC» 0TO UTTOSAPLO ALIOC
-Awdyutn Betikotnta yia CD34
-lvooapkwpatwdeg MA: tpotuno « PopoKOKKAAO» HE AUENUEVN HITWTLKA
dpaoctnpotnta

» EmBuunta Atayvwotika Kprtipo:
Yuvtnén COL1A1-PDGFB rj omtavia avadlatagelc tou yovidiov PDGFD



[lyavtokuttopko IvoBAactwpa (I1),
(giant cell fibroblastoma)

Evéiapeonc kakon0etag woBAaotikOC 0ykog avaAoyog tou MNMA kupiwg
o€ ModLA, AVAMTUGOOMEVOG ETILITOANG, LE TOTILKA ETILOETLKN
cuunepldpopa, o omoiog xopaktneiletal ano tnv napovaoia

TOAUTTUPNVWV YLYAVTLWV KUTTAPWV, PEVSOAYYELWUATOELO WV XWPWV

Kot tn StapetaBOson COL1A1-PDGFB



[lyavtokuttapLko IvoBAactwua

» EVTOmion: Kopuog, YEVVNTIKA opyava, BouBwvikr TtepLoxn, akpa, KepaAn-tpdaxnAoc

» KAwikn ewkovo/Makpookorikn) e avion: mMAAKES e aoadr) OpLa, AEUKWTH XPoLa,
(ehativwdnc cvotaon, Bpadela avénon

» Emudnpiooyika dedopéva peon nAkia 6 €tn, omavia o€ eVAALKEG
» AttioAoyio: Ayvwotn

» MNaBoyéveon:
Xuatptko yovidlto COLIAI-PDGFB [t(17;22)], onwg NA



[lyavtokuTttapLko IvoBAdctwua

» Awayvutn 611Onon tou yopiov, Tou uTtodopiov KAl TWV YPOLUUWTWY HULKWV LVWV HE ELKOVA
Sdiknv «kepnOpac» N ewkova apdAAnAwv deopidwv
-Atpaktopopda  aocteposldn KOTTOPA Kol StacTapta IoAumtupnva ylyavtokuttapo
-Wevdoayyetwpatoeldeic xwpot, avwpada dtakAadoupevol, oL onoiol emevéuovtal ano
TOL VEOTTAQLOMLOTLKA KUTTOpOL
-2TTAVLEC ULTWOELC, OIOUOLO VEKPWONG
-MNowiAn kuttapoPpiBera, cuxva puoeldeic/KOAAAYOVWOELG UTTOKUTTOPLKEC TLEPLOXEG

> CD34+
» 15% twv neputtwoswv: nteploxec NA (vBpLdikoi dykot)

> IMAVLA TTOPOU OOl KEYXPWOUEVWV SEVOPLTIKWY HEAAVOKUTTAPWY, LEYAAEC TIEPLOXEC
HUEOELBOUC OTPWHATOC, MEPLOXEC LE WWVOOOPKWHOTWON popdoAoyia



[lyavTOKUTTAPLKO IvoBAdcTWUO

Muéoeldec otpwpa

AwinBnon Aumwdouc Lotol onwc MA

Hornick, Practical Soft Tissue Pathology, 2019



[lyavTOKUTTAPLKO IvoBAdcTWUO

-MuéoelbEc oTpwWHA, TTUPNVLKOC Avwpalou oxnpatog PeudoayyelwUaTwdELS XwpoL
TIAELOLOPILOUOC KL UTIEPXPW LACLL eNMEVOUOUEVOL OO VEOTIAOLOLATIKA KUTTAP AL

Hornick, Practical Soft Tissue Pathology, 2019



[lyaVTOKUTTAPLKO IvoPAdcTwuO
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AvwpaAou oxnuoatoc Peuvdoayyelwpatwdelg xwpol
eMevVOUOUEVOL OO VEOTIAQLOMATLKA KUTTA PO

Enzinger, Soft tissue tumors 2020



[lyaVTOKUTTAPLKO IvoPAdcTwuO

Meploxéc pe evallayec kuttapoPpibeLac

Enzinger, Soft tissue tumors 2020



[lyaVTOKUTTAPLKO IvoPAdcTwuO

‘Evtovn valoelbomnoinon Tou oTPWUATOC

Enzinger, Soft tissue tumors 2020



[lyavtokuttapLko IvoBAactwua

»MNpoyvwon:

50% UTTOTPOTI HETA OLTTO EKTOUN XWPLE EVPEQ OpLAL



[lyavtokuttapLko IvoBAactwua

» Anapattnta Atayvwotika Kpuipua:
-AinOnTtikA mapudn evtog tou xopiov Kat tou untodopiov Alroug
-XapnAnc kuttapoBpifelag aAAoiwon pe HUEOELBEC 1 KOAAOYOVWSEC UTOGTPW AL
-Atpaktopopda Kol AoTEPOELSN KUTTAPO XWELE aTuTtia Kat Stdcmapta moAvnupnva
ylyavtia KUttapa, To onoio cuxva emevououv PeudoayyELWHATOELOELC XWPOUC

» EmiBupunta Atayvwotikd Kpueipla:
sUvtnén COL1A1-PDGFB



[lyavtokuttaplkog Oykoc Twv Tevovtiwy
EAUTpwvV (FTOTE),

(tenosynovial giant cell tumor)

KaAonOng oykog pe dtadpopormnoinon npog Toug Lotoug tov ENevOUOUV
TG apOpwoelg, Toug apOpLkolc BUAOKEC Kal Ta TEVOVTLA EAuTpa

KakonOn¢ FOTE: onaviog, epdavion kakondboug cuvictwoog i
urtotponi tng aAAoiwaong e popdoloyia capKkwpatoc (avamntuén
oto £6adoc untotponwv FOTE dtaxUtou TUMOUL)



[lyavtokuTttaplkog Oykog Twv TevovTtiwy
EAUTPWV

» Evtomion: Evtomniopévou TUTou: akpa xeipa (SAKTUAQ), MNXEOKAPTILKY), TTOSOKVNULKR, TTEAUA, YOVATO, AYKWVAC,
Zelolels
AloxUTtou Tumou:
evdapBpikad: yovato, yodhoc, TINXEOKAPTILKI), AYKWVAC, WHOC, oTtavia Kpotadoyvadikn, oTtovOUALKn)
oTtNAN
eEwapbpika (og mepLapBpLkoUC LoToUC, EVOOUULKA | 0TO UTIOSOPLO):
yovato, UnNpog, mEAU, omavia SAKTUAQ, TINXEOKAPTILK, OGXEO, AYKWVOLG
KakonOng: katw dakpa (L6iwg yovato), ornavia yodog, Todokvn LK,
OAKTUAQ, TINXEOKAPTILKY), TTUEAOC

» KAwikn ewkova: Evtomiopévou tumou: pado pe otadlakr avantuén eni mToAAwvY eTwy

AtaxUtou tUTou: emwduvn pala pe otadlakn avamntuén i ToAAwWV €Twv, CUVOSEUOEVN ATTO
gvaoOnoia, oldnua R MEPLOPLOUO TNG KLVNTLKOTNTOG KoL OLLLOPPAYLKEC EVOapOPLKEC GUANOYEG.
JUXVEC TTOAUAPLOUEC UTTIOTPOTIEC TTOU 0ONYyOUV O€ LEYAAN amWAELA TNEG AELTOUPYLKOTNTOC TNG ApBpwaong

» AKTWVOAOYLKA supipato: acadpwyv oplwv meplapBpikni pala, pe cuvodEC eKPUALOTLKOU TUTTOU OAAOLWOELG TNG
APBPWONG KoL KUOTLKEG TIEPLOXEC TOU TTANGCLECTEPOU 0CTOU
MRI: pewwpévn évtaon otig T1- kot T2-akoAouBieg, artefacts amo tnv napouvacia atpoodnpivng



[lyavtokuttaplkog Oykoc Twv Tevovtiwy
EAUTPWV

» Erudnuuoloyika edopeva: Evtoniopévou Tumou: 30-50 €tn, ©:A 1:0,5
Awayvtou Tumou: <40 £tn
KakonOng¢: 50-60 £tn, Aiyeg (Ewg nmpdodata 50)
ovOoLPEPOUEVEC TIEPLITTWOELC

» NaBoysveon:
Slapetabeon tou yovidiov CSF1 ‘
(colony stimulating factor) - Emaywyn
O€ ULKPO apLlOUO VEOTIAQCUOATIKWY OCUCCWPEVONG LOKPOPAYWV

KUTTAPWYV, TA Oomoia mopayouv tTnv
npwtetvn CSF1



[lyavtokuttaplkog Oykoc Twv Tevovtiwy
EAUTPWV

» MakpooKorilki epdavion:
Evtonopévou Tumou: 0,5-4ek, mepiyparmtn AoBwtn palo Asukodoaing XpoLac e
KItplvodaLec-kaotavodaleg teEPLOXEC, vwdnc Pevdokapa

AloxUtou TUmou: >5ek, Asla 1 omtoyyoeldn emtpavela
evéapOpLKog: Aaxvwtn epdavion
e€wapBpkoc: moAvolwodnc epdavion, AEUKEC KITPLVOPOLEC,
KOLOTAVODALEC TIEPLOYEC

Kakon0nc: peyalo peyeboc, aocadr opla, TEPLOXEC AULLOPPAYLOC KL VEKPWONG



[lyavtokuttaptkog Oykog twv Tevovtiwv EAUTpwV

» MolkiAn epdavion n onoia e€aptatat And To TOGOOTO TWV IMTOAUTIUPNVWYV YIYOVTOKUTTAP WYV, TWV
HOVOTIUPNVWV KUTTAPWYV, TWV olhpwdwV LOTLOKUTTAPWYV, TWV GAEYUOVWOWV KUTTAPWV, TNG
evanoBeonc atpoodnpivng kot tov BaOpol KOAAAYOVoToinong Tou GTPWHOTOG

» MKpoU HEYEBOUC LOTLOKUTTAPOELSN povornupnva kuttapa: CD68+, CD163+, LCA+

» Meyalou peyéBouc emOnALOELS LOTLOKUTTOPOELSH povomupnva Kottapa: clusterin+, desmin+/-,
D2-40+/-, meplExouv atpootdnpivn

» MoAumUpnva yyavtio KUTtapo: 00TEOKAAOTIKOU TUTIOU ¢atvOTUTOG

» AdOoveg HITWOELS, VEKPpWON, Xovdpoeldn¢ petanAaon (o kpotagoyvadikn apbpwon)

» Evrtormopévou TUmou: sudlakpita moAumupnva yyavtia kuttapo, oadpwédn LotiokuTtopa o€
aBpoioelg, kpuotaAAol xoAnotepPOAnc, evanoBéoelg atpooldnpivng, valostdbonoinon tou
OTPWHATOC

» Awayutou Tumou: 8inOntikA avantuén, cuunayeic aBpoiloelc povonlpnvwy KUTTAPWVY, Atyotepa
TOAUTIUPNVA YLlyavTla KUTTtapa, oXLOHoeLldn dtaotipata, PevdokuPeAbwWHELC xwpol MANPELS
epuBpwv atpoodatpiwv

> Kakonong: abpoiosic kot 6oL LovomupNVwWV KUTTAPWV HEYAAOU MEYEOOUC, EUVMEYEDELC TUPNVEG UE
gudLakpLra mupnvia, oAU AUENUEVEC MITWOELC ME ATUTEC LOPPEC, VEKpWON, atpaKtopopda
KOTTOopa, LUEOELBELG TTEPLOXEC, OTIAVLO TLEPLOXEC SiKNV MAELOpOPPOU CAPKWHLOTOG-
HUEOTVOCOLPKWUATOC




[lyavtokuTttaplkoc Oykog tTwv Tevovtiwy
EAUTpwV, Evtomiopevou Tumou

Enzinger, Soft tissue tumors 2020



[lyavtokuTttaplkoc Oykog tTwv Tevovtiwy

EAUTpwV, Evtomiopgvou Tumou

MoAuTtupnva ylyavtokUTTopa, povomupnva KUTTopa,
KoAAayovoroilnon kat vaAoglbomnoinon Tou oTPWUATOC

Hornick, Practical Soft Tissue Pathology, 2019



[lyavtokuttaptkoc Oykoc Twv Tevovtiwy
EAUTpwV, Evtomiopevou Tumou

Adpwdn wotlokuTTOPA, QLpoodnplvodaya KuTTAPQA

Hornick, Practical Soft Tissue Pathology, 2019



[lyavtokuTttaplkoc Oykog tTwv Tevovtiwy
EAUTpwV, Evtomiopevou Tumou

KpUotaAAol YoAnoTePOANG LE OXNUOATIOMO OXLOMWV

Enzinger, Soft tissue tumors 2020



[lyavtokuTttaplkog Oykocg tTwv Tevovtiwy
- EAUTpwV, Alayutou Tumou

MoAvolwdncg kat Aaxvwtn epdavion

Enzinger, Soft tissue tumors 2020



[lyavtokuttaptkoc Oykoc Twv Tevovtiwy
EAUTPpwWV, Alayutou Tumou

Olwoénc epdavion, oxlopoeldeic xwpol

Hornick, Practical Soft Tissue Pathology, 2019



[lyavtokuttaptlkoc Oykoc Twv Tevoviiwy
wVv, Ataxvtou TuTtou
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MoAuTtupnva yyavtokuttapa Kot SUo TUToL Lovorupnvwy KUTTApwWV (UKpoU
LEYEBOUC LOTIOKUTTAPOELON povoTtupnva KUTTAPO KoL LEYAAOU peyEBOUC
emOnAloeldn LotlokutTtOoPoELldn povomupnva KUTTapa)

Hornick, Practical Soft Tissue Pathology, 2019



[lyavtokuttaptkoc Oykoc Twv Tevovtiwy
EAUTPpwWV, Alayutou Tumou

2XLOMEC EMEVOUOEVEC OO aPOpPLKN LEUBpPAVN EVTOC TOU OYKOU

Enzinger, Soft tissue tumors 2020



KokonOnc MNyavtokuttaptkoc Oykoc Twv
Tevovtiwv EAUTpWV
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ABpolioelc ko 6oL HoVOTIUPNVWYV KUTTAPWY HEYAAOU HEYEBOUC, EVUEYEDELC
TIUPNVEC LE ELSLAKPLTA TTUPHVLA

Hornick, Practical Soft Tissue Pathology, 2019



KokonOnc MNyavtokuttaptkoc Oykoc Twv
Tevovtiwv EAUTpWV

ABpoioelc kat 6{ol LovomupNVWV KUTTAPWYV HLEYAAoU HeYEBOUC, LEYAAOU
HeyEBouC MUPAVEC e eUSLAKPLTO TTUPAVLA, ECTIEC VEKPWONC

Enzinger, Soft tissue tumors 2020



KokonOnc MNyavtokuttaptkoc Oykoc Twv
Tevovtiwv EAUTpWV

MNeploxeg pe dtadopomoinon nmpog xovopo, S1nBnon napakeipevouv ootol

Enzinger, Soft tissue tumors 2020



Fyavtokuttoplkog Oykocg tTwv Tevovtiwv EAUTpwyv, Evtomiopévou Tumou-
Awadoplkn Atayvwon

Myavtokuttopkog Oykog twv Tevovtiwv EAUTpwv, AtayUtou tunou: Anovoia
nepiypantwv opiwv tng aAloiwong, 8tOnon nepL Lotwv, Aaxvwtn epdavion,
OXLOMOELSN dtaotApata, Atyotepa yyavtio KUttopa

Tvwpa twv Tevovtiwv EAUTpwV: AsouideC atpakTOpopPwV KUTTAPWV OHOLOpopdnS
epdaviong, KOAAAyovwdeC oTpwWHA LE OXLOHOELON OlYYELQ, AMOUGLA LOTLOKUTTAPOELS WV
Kol EMONALOELS WV KUTTAPWV

EmiBnAlosldéc oapkwpa: EMA+, kepativn+, INI1(SMARCB1)-

PaBdopvocapkwua: desmin, myoD1, myogenin+



[lyavtokuttoplkog Oykog tTwv Tevovtiwv EAUTpwy, AltarxuTtou TUTIOU-
Aladopikn Alayvwaon

MNnyavtokuttopkog Oyko¢ twv Tevovtiwv EAUTpwv, Evtoniopévou tomou
PaBdopvocdpkwua (kupeAdikou Tumnou)

MAewopopdo adiadopomnointo capkwpa e GAsYyUoOVWOEG oToLELO: EVvTOVOC TTAELOUOPPLOUOG,
LKAVOG OLPLOMOC MLTWOEWV, ATUTEG MTWOELG, Ttapoucia oudetepodpilwv-nwovodpilwv

AYVELWUOTOELOEG VWO EC LOTLOKUTWLOL: LOTLOKUTTOPOELSN KUTTapO HE acodr) KUTTAPLKA opLa
(ouykuttiakn dtapdpdwon), anovcia 06TEOKAACTIKOU TUTTOU yiyavtokuttapwv, EMA+/-, EWSR1
ovadLaTAageLC

|OTLOKUTTAPLKO OAPKWHLOL: EVTOVN KUTTAPLKN aturia, S-100+/-, desmin-
Xovépwpa, cuvoBLakn xovépoudtwon, xovopoBAdcTtwua, XovOpooApKwWLA: anoucia

noAUpopdov pAsypovwdouc dinORpatog, evanoBEocewv apoodnpivng, 00TEOKAAGTIKAC
dpaotnpLotntog



[lyavtokuttaplkog Oykoc Twv Tevovtiwy
EAUTPWV

» MNpoyvwon:
Evtonopévou Tumou: 4-30% TOTIKN) UTTOTPOTLN, ETLTUXNG EMAVEKTOWMN
Awayutou Tumou: 40-60% umnotponn,

Kokonong: 1/3 Twv nEPIMTWOoOEWV KOUTAARyouv
50% METOOTAOEL O AEPPASEVEG, TVEUMOVEC

> OEPOTEVTIKA:
-XELPOUPYLKN OVTLHETWIILON
-2toXevon tnG odou OLVTOTIOKPLON GE Xopnynon



[lyavtokuttaplkog Oykoc Twv Tevovtiwy
EAUTPWV

» Anapatitnta Atayvwotika Kpunpua:

-Evdo- N £€w- apBpiKn evtonion

-MowiAn avaloyia amo povonmupnva LOTLOKUTIOPOELSN KUTTOpQ, HeyaAUtepa
apdidida kUTTapa, adpwdn KUTTOPA KoL TTOAUTIUPNVA YyiyavTia KUTtopa

» EmBuunta Atayvwotika Kpttipot:
Avadlataéelc tov yovibiou CSF1



Ev tw BaBel lvwdeg loTokuTwpa
(deep fibrous histiocytoma)

KaAonOng wvoiotiokuttaplkog 0ykog avaAoyog popdoAoyLkd Tou eMUToAnG
LWVWOOUC LOTLOKUTWUOTOC, TO OMoio avantioostol eE0AOKANPOU EVTOC TOU
UTtoS0pLlov 1 TWV €V T BAOEL pLOAOKWV HopLwY, KoL MITOPEL oTIOVIWG VO
SWOEL LETOOTAOELC



Ev tw BaBel lvwdeg loTokuTwpa

» Evtomnuon: akpa (>50% twv nepLUTtwoswv), KEPaAn-tpdaxnAog, omavia oto
omloBomnepLtovalo, To LEcoBwpPAKLo, TNV MUEAO

» KAwikn ewkova/Makpookorikn epdavion: avwduvec, KA Teplypamtes HAalec Bpadewg
avéavopevecg oe peyeboc, peonc Ko 2,5ek yia aAAOLWOELG EVTOTIL{OMEVEC OTO UTTOSOPLO,
ouxva o€ emadn LE TEVOVTEG N TtepLtoviec. 10% ota OTTAQYX VLKA LOAQKA LOPLO, CTIAVLAL
evOoUULKA avamtuén

» Emubnoloyika dsdopeva: <1% OAwv TwV LVOICTIOKUTTAPLKWY OYKWV, HEon nALkia 37 €tn,
gevpoc 6-84, ©:A 1:1,5

» AltioAoyio: AyvwoTn
» MNaBoyéveon:

Avadlatd&elc Twv yovidiwv PRKCB, PRKCD pe yovidlo mpwTeivwV OXETL{OUEVWY LE TNV
KuTTOPLKA HepPBpavn (PDPN, CD63, LAMTORI1)



Ev tw BaBel lvwdeg loTlokuTwpa

» Auvénpévnc kuttapoPpibetac aAloiwon He oTPOPLAOELSEC MPOTUTIO AVATITUENC
-Atpaktopopda KUTTapa HE WOELSN R eMUAKN duoaAdwdn nupva, Eva R Vo nupRvia
KOlL MLLKPR TTOGOTNTO KUTTAPOTTAGOLOTOG
-Amtovcia muPeNVIKOU MAELONOPPLONOU, UTTEPXPWHOCLAC, OTIAVLO TIAPOUOLOL VEKPWONC
-50% TWV MEPLMTTWOEWV HOVOLOPEPOC KUTTAPLKOC MANOUGLOG
-50% TWwV NEPLMTWOEWV MOAUop¢hog TANOUOHAC LE YiyavTia KUTTAPO 0OTEOKAQOTLKOU
Tunov, appwdn LotlokuTTAP, CLpocdnpwvodpaya, LooToKUTTOPO, AEHPOKUTTAPLKEC
aBpolioelc
-Juxvn mapoucia

-\lYEC TEPMTWOELG OYKWV LLE TIPOTUTIO BpaxEwV SecUidbwV

-Mikp} mocoTNTA OTPWHATOC LE ouXVN VaAosldomnoinon

-MBavi nopovcia neploxwv apoppayiog, HUEOELOWV MEPLOXWV, KUGTLIKAG EKPUALONG,
TLEPLOXWV KEVIPLKWV ELPPAKTWY, TIEPLPEPKWV AepdoKuTTAPLKWVY dtnBRcEWV

» CD34+ oto 40% twv neputtwoswv, SMA-/+, STAT6-



Ev tw BaBel lvwdec loTliokuTWHA

H aAAolwon evtomiletol oto urmodoplo Kol EXEL TtEplypartn mopudn —
AETTTOTOLYWHOTLKA OLYYELOL UE OLLLAYYELOTIEPLIKUTWHOTWON Epdavion

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



Ev tw BaBel lvwdec loTlokuTWHA
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2TPOBLAOELOEC TIPOTUTIO AVATITUENC, LOVOUOPHOC KUTTAPLKOC TTANOBUGOHOG
XwpLic tdLaitepn mupnvikn atuTia

Hornick, Practical Soft Tissue Pathology, 2019



Ev tw BaBel lvwdec loTokuTWUA -

Aladopikn Atdyvwon

Movrpn¢ wwdng oykog KuttapoBpLtBoug tumou: peyaAUtepo HEYEDOG, amoucio EKTETAUEVOU
otpoPlloedolc potumnov avantuéng, STAT6+, anmouvoio MOAUIUPNVWYV YLYOVIOKUTTAPWY, adpwdwv
LOTLOKUTTAPWV, atpootdnpivodpaywv

Mpogyov deppatoivocapkwpa: EupEwg StnONTKA OpLa, tPOTUTO SikNV «KEPLOpPOC», amovaoia
TOAUTTU PNVWV YLYOVTOKUTTAPWVY, adppwdwv Lotiokuttapwv, Aspdokuttapwyv, COLIAI-PDGFB+

ZBavvwpa kuttapoBptboug tumou: S-100+ SOX10+
Mepwevpiwpo: EMA+

MYyOoVTOKUTTOPLKOG OYKOG TWV TEVOVTIWV EAUTPWV: TMOAUAPLOA 00TEOKAQOTIKOU TUTIOU yLyavtoKuTTopa,
EVTOTILON OTA SAKTUAQ XEPLWV KOl TTOSLWV

Adladopormnointo atpaktoKuTtaplko/AsLOpopdo capkwpo: HEYAAo HEyeBOg aAloiwong, ATUTIEG ITWOELG,
VEKPWON, KUTTAPLKA ATUTILA, YIYAVTLO VEOTTAQCHATIKA KUTTapa, SinOntikd opla aAloiwong, CD34-



Ev tw BaBel lvwdeg loTokuTwpa

»MNpoyvwon:

20% UTIOTPOTIN OE EKTOUN XWPLE EUPE OpLaL

5% OVATTUEN HETOLOTACEWVY



Ev tw BaBel lvwdeg loTokuTwpa

» Anapattnta Atayvwotika Kpuipua:
-KaAa meplyeypappévn aAAoiwon EVtog Tou UMoSopLiou N TWV EV TW
BAOet/onmAayXVIKWV HOAOKWV popiwv
-AsodWTO Kol OTPOPRLAOELOEC MPATUTIO AVAITUENG
-Movopopdoc TANOUGUOC ATPAKTOMOPP WV I LOTLOKUTTAPOELSOHOPPWV KUTTAPWV
-AlakAadoupeva ayyeia



MAe€oeldnc Ivoiotiokuttaplkoc Oykoc,
(plexiform fibrohistiocytic tumor)

EvoLapeonc KakonNOeLog LVOIOTIOKUTTAPLKOC OYKOG O OTTOLOG OLVOLITTUOGETOLL
oto dEppa Kat To utodopLo, MAEE0ELOOUC OLPXLTEKTOVIKAG, SLPAGLKAC
pnopdoAoyioc (0oL LOTLOKUTTOPOELOWV KUTTAPWV, SECUIOEC LUOIVOBAACTIKWVY
OTPOAKTONOPPWV KUTTAPWV)



MAe€oeldnc Ivoiotiokuttoplkog Oykoc

» Evtomion: avw Aakpo, KATw akpa, KOpUoOc, KebaAN-tpaxnAoC

» KAwikn ewkovo/Makpookorikn epdavion: avwduveg mMAAKeS Kat 0oL, Bpadewc
avéavopeva oe peyebocg, ud 1-3¢k, e acadn opla

» Emudnpioloyika dedopéva: peon nAtkia 14,5-20 £€tn (modld-veol evVAALKEQ)
» AltioAoyio: Ayvwotn

» MaBoyeveon: Ayvwotn



MAe€oelbnc Ivoilotiokuttoplkog Oykoc

» Evtomion oto 0plo Tou Xopiov UE To urtodopio, StnOntikn avantuén pe nAe€oedboug npotumnov napuvdn
VEOTIAOLGLATIKWV KUTTAPWYV, IOV EMEKTOON OE YPOLUUWTOUG HUEG
- MikpoU peyEOoug 6oL LOTLOKUTTAPOELO WV ETILONALOELS WV KUTTAPWYV KOl TTOAUTIUPNVWV
YLYOVTOKUTTAPWV O0CTEOKAQCTLKOU TUTTOU
- Aeopuideg atpakTtOpoppwv KUTTAPWV
-MBavin napovoia neploxwv atpoppayiag, evanofiécswv atpooldnpivng, xpoviwv
bAeypovwdwv 6inBnoswv
-Inaviotepn napovoia HUEoeldoUC N VAAOELSOTIOLNUEVOU COTPWHATOC, LETOTIAQCGTLKOU
octou
-NIGANH AITEIAKH/AEM®AITEIAKH AIHOHZH
-Anovoia nupnvikAg aturiog, nAslopopdLopov

» Atpaktopopda kuttapa SMA+
> lvoloTloKuTTOopLlKOC TUTIOG: OT0L LOTLOKUTTAPOELS WV/EMIONALOELS WV KUTTAPWYV KAl YIYOVTOKUTTIAPWVY

» IvoBAaoTtikoc TUToG: deouideC aTpaKTOpnOopPWV KUTTAPWY HE oTtavia napovcia abpoioswv
LOTLOKUTTAPOELO WV/EMIONALOELS WV KUTTAPWV



MAe€oeldnc IvoiotiokutToplkoc Oykoc

AuBnon xopiou kat utodopiou ToU
SdEppatog

M 0}\U o ZU'.) 6 ECTIP Cl)'f UTTO AV d,T[T §) En G Hornick, Practical Soft Tissue Pathology, 2019

Enzinger, Soft tissue tumors 2020



MAe€oeldnc IvoiotiokutToplkoc Oykoc

KaAd replyparmtol pkpoU peyEBouc 6oL LOTLOKUTTAPOELS WV KUTTAPWY KAl TTOAUTIUPNVWV
YLYOVTOKUTTAPWV OOTEOKAQOTIKOU TUTIOU

KOl TTE p l.(I)E p LKQL 6 €0 |J.|.6 Eq an QKTO lJ.O p cb WV KUTTap Wy Hornick, Practical Soft Tissue Pathology, 2019



MAe€oeldnc IvoiotlokutTaplkog OyKoc

Hornick, Practical Soft Tissue Pathology, 2019



MAetoeldnc IvoiotiokutTapLlkoc Oykoc -
Atadoplkn Alayvwon

MyoVTOKUTTOPLKOG OYKOG TWV HOAOKWVY HOPLlwV: MEPLOCATEPA YLyAVTLA KUTTOPEA, LVWHENG LOTOC ME
evanoB£oelc alpoodnpivng HeTafl Twv 0wV LOTIOKUTTAPOELOWV KUTTAPWY, anovcio SECULOwWV
OTPOKTOHOPPWV KUTTAPWV

Ev Tw BABeL lvWOEC LoTLOKUTWLOL: TTEPLYpATTTN OVATITUEN HIKPOU HUAKOUC OTPAKTOHOPP WY KUTTAPWY OE
SeodWTA/oTPOPLAOELSEC MPOTUTIO AVATTTUENG

Ivwpdtwon deopoedoug tumou: anovaoia MAEE0ELO0UC TPOTUTIOU AVATITUENG, EMLUAKELG KOIL EUPELEG
KUTTOPLKEG SeopibeG, amouacia 51HOnong Tou Xxopiou tou S€ppatog, mMupnveg (+) yia B-katevivn

NoAopiaio/meApotiaia wvwpatworn: olwdng epdavion, 1nOnon neptoviwy, pUoivofAactikol TUTIOU
KUTTOPA XWPLG LOVOTIUPNVLKA KUTTOPLKH CUVLOTWOO

Ivwdeg apdaptwpa tng Bpedikng NALKLOG: ATtoUGiot 00TEOKAQGTIKOU TUTTOU YLyOVIOKUTTIAPWY, HUOELOAG
KUTTOPLKI OUVLOTWOO LE «KTIPWTOYOoVN epdavion», Autwdng LoTtog

NeupoOnkéwpa kuttapoBpLtBoug tumou: evtonion otnv KepaAn-tpaxnio, wuo, Beaxiova, pikpoolwdeg
npotumno avantuéng, emdnAioedn kuttapa, MITF+



MAe€oeldnc Ivoiotiokuttoplkog Oykoc

»MNpoyvwon:

-12,5-37,5% TOTILKN) UTLOTPOTIA
-2NAVIEC AEHPAOEVIKEC LETACTAOELC

-E€QLPETIKA OTIAVLA LETAOTAON OTOV MVEUOVA



MAe€oeldnc Ivoiotiokuttoplkog Oykoc

» Anopattnta AtayvwoTtika Kpuipla:

-NAe€oelb€C mMpOTUTTO AVATTTUENC

-Awi0non xopiov kai/rj unodopiou Airnoug

-OCoL amoteAOUMEVOL QO LOTLOKUTTAPOELON EMONALOELSN KOl 0GTEOKAQOTIKOU TUTTOU
ylyavtokuttapo

-Aeopidec anoteAOUHEVEC AMO atpaKTtopopda KuTTapa HUoivoBAacTIKOU TUTIOU



[lyavtokuttaptlko¢ Oykoc twv Malakwv Mopiwv,
(giant cell tumor of soft tissue)

EvoLapeon KaKONOELOG LVOIOTLOKUTTOPLKOG OYKOG OLVOLITTUCGOMEVOC 0T
EMLTOANC LaAaKA popLa, LopPOAOYLKA OOLOC, AAAQ YEVETLKA AN
OXETL{OEVOC ILE TOV YLYOVTIOKUTTAPLKO OYKO TWV OCTWV



[lyavtokuttaplkog Oykoc twv MaAakwv Mopilwv

» Evtomion: avw akpo, KATw akpa, KoOpUOc, KebaAn-tpdaxnAoC
-70% xoplo/umodoplo
-30% ev Tw BABEeL ) eEMUTOANC TEPLTOVIEC

» KAwiwkn ewkovo/Makpookorikn epdavion: avwduveg KaAd Teplyparmteg HAleC,
Bpadewc auvéavouevec o HEYEBOC, LE XPOVO AVATTTUENC 6 LNVWV KoL TLEPLDEPLKEC

OTTOTITAVWOELC
-ub 0,7-10ek
-olwdnc epdavion, kaotavodoaln N Aeukodaln xpoLd, ToPOoUCia ATIOTITAVWOEWVY

» Emubnoloyika dedopeva: 5" dekaetia, nALKLako eVpog 5-89 £€1n

» AltioAoyio: AyvwoTn

» MaBoyéveon: Anovoia petallaéewv tou yovidiov H3F3A



[lyavtokuttaplkog Oykoc twv MaAakwv Mopilwv

-NoAvolwdng apXLTEKTOVLKN, TOAUHOPPOG KUTTAPLKOG MANOUGHOG, S1Onon xopiov-unodopiou
KUpLlwe, mapd Twv eV Tw BAOEeL LoTwWV

-lvwén duadpaypadtia ta onoia dStoaxwpilouvv Toug KUTTAPLKOUG 6{oug

-AyyeloBplOéc umooctpwpa

-Antovoia mupnvikoU AELOHOPEPLOHOU KOl ATUTIWV YLYOVTOKUTTAPWY, VEKpwon ZMANIA
-MBavi napovoia HE ivwon kat adpwdn wotiokutTapa (70%),

oLpoppayiag [ HetanAactikol netaAiwdoug ootou (50%),

-MNIGANH AITEIAKH AIHOHZH (30% twVv MEPUTTWOEWV)



-NoAvolwbdec MPOTUTO AVATTTUENG
-Evtovec evamoBéoelc apootdnpivng
-lvwon Tou MopaKEIPLEVOU CTPWUATOC

Hornick, Practical Soft Tissue Pathology, 2019



[lyavtokuttaptkog Oykoc twv MaAakwv Mopilwv

MoAudpBua moAurtipnva ylyavtia KUTTopo 00TEOKAAOTLKOU TUTIOU, AlyoTEpa
pHovormupnva KUTTopa He woeldn mupnva, pucaAldwdn xpwuativn Kat pikpou
HeyEBouc nupnvia

Hornick, Practical Soft Tissue Pathology, 2019



[lyavtokuTttaplkog Oykoc twv MaAakwv Mopiwv

Atpaktopopdn epdavion twv Kuotikol xwpot mARpeLg epuBpwv IXNUATIOUOG LETATIAQOTIKOU 00TOU
VEOTTAOCLATIKWVY KUTTAPWVY apoodalpiwv diknv
QVEUPUOUATLKAG KUOTNG

Enzinger, Soft tissue tumors 2020



[lyavtokuttaptkoc Oykoc twv MaAoakwv Mopiwv -
Aladopikn Atdyvwon
MAe€0ELONC LVOIOTLOKUTTOPLKOG OYKOG

E€WOKEAETIKO OOTEOCAPKWELOL: TTAPOUCiA 0CTEOELOOUC O€ ocuvadeLla HE KaKONON KUTTApPA e
npotuno 8iknv davtélacg (AA pe aviidpaotiki ooteomnoinon), SATB2+

NAELOUUVOCAPKWLOL: TOUAAXLOTOV EOTLOKN TTapoucia SEoUidwV aTtpaKTOpopPwV KUTTAPWYV HE
NUPAVEC 8iknv movVpovu, SMA, desmin, h-caldesmon+

Aladpopol TUMOL CAPKWHATWY HE TTOAVAPLOHA YiydvTLa KUTTaPO: anovoia
KOAOOXNUATLOUEVWV KUTTAPLKWV 0lwV, TOAUYWVLKA | aAtpaKTtopopda KUTTOPA HE £VTovn
MUPNVLKA aturia, MAslopopda KuTTApQ



[lyavtokuttaptkog Oykoc twv MaAakwv Mopilwv

»MNpoyvwon:

-12% TOomMKA UoTPOMI)

-E¢apeTIKA oTIAVLIA AVATTTUEN LETAOTACEWV



[lyavtokuttaptkog Oykoc twv MaAakwv Mopilwv

» Anapaitnta AtayvwoTtika Kpwenpua:
-NeomAaopa EMUMOAARC EVTOMLONG LE TTIOAVOIWOEC TTPOTUTIO OVATITUENG
-Movonupnva LeTLOKUTTAaPOELS KUTTAapa Kot ToOAutupnva ylyavtia Kuttapa
-EvanoBéoeic apooidnpivng Kat mapouvoia LETAMAAOTIKOU 00TOU GUXVA



