NMnvi2
MuookeAetikn OykoAoyia:
Alayvwon-Oepaneia-Epevva



Meoeyyupatikd NeomAaopata: APXLTEKTOVLKA
kot Kuttapika Mpotuma-

AtaBaBpuion KakonBetag

Aoklwtakn EAeuBepia
Entikoupn KaBnyntpla MaboAoyikn¢ AVOTOULKAC
A Epyaotnplo MaBoAoyiknc Avatoptknc EKMA



MoaAaka popia: eEwokeAetikoi un ertdnAtaxol
totol mAnv tn¢ yAoiac kat tou diktvoevéodnAtakou

OUOCTNUATOC

ZupneptAappBavovrat:
MuiKO¢ L1oToC
(Agiog - ypappwtog)
Ayyeia '
(podopa - Aepdpka) Meoeyxupa

AnmwdNn¢ LoTto¢
Ivwéng Lotoc

Nepidepiko '
VEUPLKO cuoTNHA E§wbeppa



MpwTtonabeic OyKol LOAOKWV HOpLWV

2N

KakonBeig

KaAonOeig (copkwporto)

OpLakng kakonOeLog
N NUIKOKONOELG OyKoL

Tormka emiBetikol Sraviwe

(un pedrotapevol) HEOLOTAMEVOL

Wevdooapkw-
HOTWOELC

OAAOLWOELG




ALAYyVWOoN OYKWV HOAAKWV HOPLWV

KAwwKo Avooo-

Mopdoloyia

lotoxnMeia

UTTOOTPWLOL




MopdoAoyikn Ektipnon

Kuttapikn popdoloyia
Atpoktopopdn
EriOnAopopdn
MiKpOoOoTPOYYUAOKUTTOPLKA

APXLTEKTOVLKO TPOTUNO
AeoLOWTO MPOTUTO avANTUENC
Mpotuno 8iknv « PapoKOKKOAOU»
AwnOnTIKG MpATUTIO
AYYELOKO TPOTUTO
Awdpaoiko mpotumno

Yrootpwpa
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Movopopdol aTpaKTOKUTTAPLKOL OYKOL

KakonOeig
Movodacikd cuvoBLaKO CAPKWLOL
Kakonnc oykog ano ta EAutpa mepLPEPLKWV VEUPWV
lvocdpkwpa
AELOMUOCAPKWHAL
Kakonn¢ poviapng wwéng oykog
PaBdopvoocapkwpa (aTtpoKTOKUTTAPLKO)

KaAonOelg
KuttapoBplO£g veupelAuwpa
lvwpdtwon



AQKWV
uttapa

4

L0l OYKWV pat
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Kuttapikn popdoAoy
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EmiOnAloeideic oykol paAakwv popiwv
EmiOnALosld€¢ capkwpa

EmiOnAosideic ayyeiakoi oykot (atpayyeiwpa,
OLLLLOYYELOEVOOONALW MO, OLYYELOCAPKW L)
EmiOnAlosLdeic motkiAiec Oykwv oo ta EAutpa Twv
nepLPEPLKWV VEVPWV

(kaAonBwv - kakonOwv)

EmiOnAlosideic motkiAiec Oykwv Aeiac HULKAG
NPOEAEVONC

(e€wyaotpeviepikol oTpwWHOTIKOL OYKOL)
KueAdiko ocApKWHA LAACKWY HOPLWV
Awdpaoikol oykol

(necoOnAiwpa - cuvoBLako capkwua)



Kuttapwkn popdoloyio OyKwv pHoAoKwv
nopiwv-Mikpa ZtpoyyuvAa Kuttapa

MkpO pEye0oc¢

MeEtpLa moootTnTA AXVAa XPWVVUEVOU
KUTTOPOTIAQLGLOLTOC

AEMTOKOKKLWONC XpwHativn

MNapovoia adpOovou evdokutTApLOU YAUKOYOVOU



Kuttapikn popdoAoyio OYyKwv HOAAKWV

nopiwv-Mikpa ZtpoyyuvAa Kuttopa

P

ra! ‘\\ s
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Zapkwpo Ewing AEGOTIAQLOTLKOG
HLKPOOTPOYYUAOKUTTOPLKOG
OYKOG



2 OLPKWHOTA LOAQLKWV LLOPLWV
OTtO MLKPOAL GTPOYYUAQ KUTTOpOL

NeupoBAdoTwWlO

PaBdopuoodpKwua Oyrol

5 Ewin kot’e€oxv
OpKWHa 9 noidKng

AgOHOTTAAOCTIKOG OYKOG nAwiag

a1rd MIKPA OTPOYYUAQ KUTTOPO
2TPOYYUAOKUTTOPIKO AITTOCAPKWHA
MeOEYXUMOTIKO XOVOPOOAPKWHA
MIKPOKUTTOPIKO OCTEOCAPKWHA



Kuttapikn popdoAoyio OYyKwv HOAAKWV
nopilwv-NMAgLopopPLONOC
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MAcidpop@o  Adiagpopotrointo odpkwpa  npdokov ofdvvwua
AiTTwpa



MAswopopdotl Oykol HOAAKWY HOPLwV

. . 2 A
KaAonOeig - evdiapeong aprwpara

KoLKonOeiog llpoyvwotikn onpaota puoyevous

dlapoponoltocewg
- MAsopopdo Ainwpa - Anodradopornoinpévo / nAsiopopdo
- Inpdokov ofavvwpa Autoodpkwpa
- SUPTAQLO KO -Kakondng oykog ano éAvtpa
Asloplwpa nePLPEPLKWV VEUPWV
- Atumo wo§avlwua -Aglopvocapkwua
-Paféopvocapkwpa

-NAewdpopdo adiadoponointo
CApPKWH



XOpOLKTNPLOTLKA TPOTUTIOL aVAItTU§NG

AECULOWTO MPOTUTIO
KupeAdiko (kupeAdiko capkwua, paBdopvocapkwua)

Evookpwiko/opyavosldec (mapayoyyAlwpa, KuPeALdLKO
capkwpa)

2tpoPLAoeldsg (voioTlokuTTOPLKOL OYKOL, VEUPOIVWHQL)
Naccaloeldeg (Oykol Aelalg LUTKAC KoL VEUPLKAC
MPoEAEVONC)

NoBrosidec/olwdec (smONALOslOEC CAPKWUQL,
SLOUYOKUTTAPLKO CAPKWHA, ATtoPAdCTWA, AUTOCAPKWLUA,
Luéoeldec xovbpooapkwua)

Poletteg (veupoPAdotwua, kakonbng oykog armo EAvtpa
nepud. veupwv)



XapAKTNPLOTLKA TIPOTUTIOL AVATITUENG

MAe€oeldec (OykoL mepld. velpwv, MAEEOELONC
LVOLOTLOKUTTAPLKOC OYKOG)

MAe€oelOEC TPLYOELOLKO HikTLO (HUE. ALTooAPKWUA,
Huéoivooapkwa)

Aokdwoec (LU, xovbpoodpKkwua, Kakorng oykoc armo
EAuTpa MePLP. VEUPWYV, OTPOYYUAOKUTTOPLKO
Atmooapkwpa, €mLB. atpayystoevbéobnAiwpa)
Aldpaoko (LecoBnAiwpa, cuvoPLaKo capKwa)
MePLKUTWHATIKO (LoviRpng vwdng oykog, cuvoBLako
OAPKWUO, LECEYXUUOTLKO XOVOPOOAPKWA, LVWOEC
LOTLOKUTWA, OLLULOLYYELOTIEPLKUTWHLAL)



AeoLOWTO MPOTUTIO avantuéng

Makpec SEOMEC

lvoocapkwpa
ZUVOBLOKO CAPKWHAL
Aelopvoodpkwua
Ivwpdatwon

Kakon0n¢ oykog amno
EAvtpa niepld. velpwv

Bpoxeiec SEOMEC
(otpoBtAocldéc mpotumo)

IvolotiokutTaplkoi oykot




XOapOaKTNPLOTLKA TIPOTUTIAL AVATTTUENG -
Napadeiypota (1)

KueAidbiko Ev8okpvikd/opyavoeldeg ZtpoPLAoeldég
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KULIJEA[SU'((') odplpr.a NapoayayyAiwpa Mpoéxov
HOAQKWV HOPLWV deppatoivooapkwpo



XOapOaKTNPLOTLKA TIPOTUTIAL AVATTTUENG -
Napadeiypota (2)

Naoccalosld Polétteg

Nepdadeviko AlauyoKUTTOPLKO NevpofBAdotwpa
TOLGCOLAOELOEG GAPKWMAL
HuoivoBAdoTtwua

HOAQKWV popiwv



XOapOaKTNPLOTLKA TIPOTUTIAL AVATTTUENG -
Napadeiypota (3)

NAcfoelSéc MAe§oelbEC AOKISWEEC
TPLXOELOLKO

L\» g\qﬁf
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MAc€oeldn¢ Mu€oeldéc Mu€osldEc

LVOLOTLOKUTTA- Mnoodpkwpa XOV8pOoGapKwWHL
PLKOG OYKOG



«Atp.avvetonspLKUIwuath.sq» TPOTUTO

AAAoL OoykoL :
NevpopBAdctwpna

ME «OLLULOLYYELOTIEPLKUTWHATWSES»
MPOTUNO
Movipng vwdng oykog
Muoivwua
ZuvoBLaKe ocapKwuo



ZUvoBLaKO CAPKWHA




Ovykot MaAakwv Mopiwv pe Aipaciko Mpotuno

Aldpaolkd cuvoBLOKO CAPKWHLOL
MuosmiOnAtakoi OyKot Twv HaAaKWV HopLwV

Kakonlnc oykog amo ta EAuTpa TwV NEPLPEPLKWV
VEUPWV E ETEPOAOYA oToLxEia dLadopomoinong

2TPWUOTIKOC OYKOC TOU YOOTPEVIEPLKOU CWARVWVQ,
HIKToU turov (GIST, mixed type)

AnodilapopononpEvo AumooapKwuo

MEeAAVWTIKOG VEUPOEKTOSEPHULKOG OYKOG TNG BPEPLKAC
nALKLOG



Nounta Ztowxeia MopdoAoyikng EKtipnong

Yrootpwpa
Muéwpatwdec
Ownuatwdeg
2kAnpuvtiko/KoAAayovonolnpuévo
AeoponAaoTiko
YaAosildomnonpévo

‘Evtovn Napoucia PAsypovwdwv Kuttapwv
Alpoppayikn Audnon

Napovucia MNnyavtiwv Kuttapwv

dawopevo Zwvng



Muéwpatwdec Ymootpwua

Emidpaveloko EmOeTIKO ayyelopOwpa

ayyslopuiwpa/
Seppatiko powpa

Mu€osldég
AUtoodpKwua



MuéwpatwdeLlc OyKol LaAOKWV LoPLWV

KaAonBeig 2opKWHOTA
- MUEwpa - Mu€o€el8£¢ ALtooApKWHLOL
- Mu€. veupoivwpa - Mu€oelb£¢ xovépooapKwua
- Mué. xovépwpa - Mu€oeLldéc nip. Seppatoivoodpkwpa
- Mu€. atpoKTOKUTTOPLKO Aimwpa - Muéoivoodpkwua
- AunoBAdotwpa - lvopuéoeldég odpkwpa

- Botpuoeld£c epuBp. pafdopvoocdpkwpo
- Mu€o€el8£¢ AsLOUOOAPKWHLA



2KAnpuVTIKO/KoAAayovomotnévo
Yrootpwpa

o\ ]

KoAAayovwéeg Tvwpa



AEGUOTIAQOTIKO YIOOTPWHOL

’

0G OYKOG
Ad kUTTOpOL

1 4

AgopomAaoTtik
OTtO MLKPA OTPOYYU

AA Metaotaon!!



YaAostbomnotnuéEvo YRootTpwua

DwopaToupLlKOG LECEYXUHATLKOG OYKOG



Evrovn I'Iapouota (Di\evuovu)Gwv KUttapwv
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DAeypovwdng AYYELWHATOELSEC IV SEC
MuoivoBAaotikog Oykog loTtlokUTWHO



Ovykot MaAakwv Mopiwv pe ApOova PAsypovwdn
Kuttapa oto Ymootpwua

PAsypovwdnc MuoivoBAaoctikoc Oykoc
DAsypovwdeg AELOMUOCAPKWHAL

NeonAdaopata £ loTloKUTTAPWV KOl AEVSPLTIKWV
Kuttapwv

Ayyelwpotoeldec lvmdeg lotiokUTwua
MuéodAeypovwdeg IVOBAOOTIKO ZAPKWHA

KaAa Airadopornonpévo OAeypovwdeg ALmocapkwaL
2KAnpuvtikn Meoevtepitida

OnuoBoneprovaikn Tvwon (I16tonadne n 1gG4-
oXeTWOMEVN)

IgG4-oxeti{opevn Nooog



Napouvcia MeyaAouv AptOpov Mnyaviiwv
Kuttapwv

MAewdpopdolvwpa tou Sépuarog 0Zwdn¢ Neprroviitida



Elon Nnyavtiwv Kuttapwv

TOmov Touton (¢avBokokkiwpa, KaAonBeg WWOEC LOTLOKUTW QL)
Tumnov Floret (mAswopopdo Almwpa, ylyaviokuTtoplko tvofAdoTwH)

Tumnov Ztedpavnc (kuPeAldiko pafdopvoocapkwia, SLLUYOKUTTAPLKO
oapkwpa, kuttapoBpdnc kuavoug omilog)

MoAumUpnva pe vaAoetd£g kuttaponAacpa (diktvosvdobnAiwua)
OocteokAaoTikoU TUnou (olwdnc mepLtoviitida, YlyavioKUTTOPLKOC OYKOC
TEVOVTLWV eAUTPWYV, TIAEE0ELONC LVOIOTLOKUTTOPLKOG OYKOC,
YLYQVTOKUTTAPLKOC OYKOC TWV MOAAKWY HOPiwV, AELOLOCAPKWLA,
eEWOKEAETLKO ooTteooapKkwUa, adladoporointo MAELOoPPO CAPKWHLAL)
MAewdpopdpou tomov (adladopormointo MAELOHOPpDO CAPKWUA,
LOTLOKUTTOPLKO CAPKWHOL)



Touton glant cells In jJuveniie
xanthogranuloma (A); florettype glant
cells in pleomorphic lipoma (B), glant cell
fibroblastoma (C), and neurofibroma (D);
wreath-like giant cells In alveolar
rhabdomyosarcoma (E), clear cell
sarcoma (F), and cellular blue nevus (G);
multinucleated tumor cells with glassy

cytoplasm in reticulohistiocytoma (H).
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Kevtpwka:
XaAapog tvoPAaCTIKOG

LOTOG




Ovykot MaAakwv Mopiwv pe @oawvopevo Zwvng

Olwbéng Neprroviitida
loxoupikn Neprroviitida
Ooteonoloc Muooitida



ALLOPPOAYLKEG KOL OLYYELAKEC OAAOLWOELG

Mapd To OTL Ta CapKwpATA Eival Evtova ayyelofplon,

OpLoOMEVA (KATA Kovova Un ayyelakng dtagopomnoinong)

epdavilovral we oULHOPPAYLKEG UATEC

MoAMoi ayyelakoi OykoL cuxva dev €xouv alpoppaylkn epdavion
*Evéayyelakd ] eEwayyeLoKA avantuooopevn aAloiwon;

Evéayysiaka = KaAonOelc:

- Nepiypamtn

- NoBrLoeLdég mpotumo,

- AEMTTOTOLYWHOTLKA KOLL TIOLXUTOLXWHLOTLKA OlyYEial

E€wayystaka = KaAonBeic/kakonOeig

- Antouoia AoBLoedolg mpotumou

- «fTupva» evéoOnAlaka kuttopa 2toxeia EVOELKTIKA KaKkonOeLag
nov 6inOouv tou¢ LoToU¢



ALLopPaYLIKEC AAAOLWOELC HAAOKWVY HOPiwV

OpYyavoUUEVO OLLLATWHOL

AVEUPUGHOTLKO V. LOTLOKUTWHOL
AYYELWHATOELOEC LV. LOTLOKUTWHA
AyYYELOCGAPKWHAL.

(Zravia) vPnAnc kakonBeLaC capKkwpaTa

B e 3

AVEUPUGCLATLKO AYYELWHATOELOEC
LV. LOTLOKUTWHOL LV. LOTLOKUTWHOL OlYYELOCAPKWHLOL



EvoayyelaKkeC AAAOLWOELG

Opyavoupuevog OpapBoc - OnA. evdéoOnA. unepmAacio ™
EvéayyeLOKO TTUOYOVO KOKKLWUOL

EvéayyeLoKr TTEPLTOVLLTLG L KaAonOeLg
ATPOKTOKUTTOPLKO OLLAYYELWUOL
EmiOnAloeldéc atpayyeiwpa

ErOnAtoeitdéc aupayyetoevdoOniimpa :I OpLAKNG
Kokon0OeLag

ZAPKWHA E0W XLTWVO

W 3

ErmiOnAlosldec Evéayyelakni EvéayyeLloko
OlLLaYYELOEVO 0O NAlwpa TLEPLTOVLITLG TIUOYOVO KOKKILWwOL




AyYYELOKA TTPOTUTTOL

Avolktoi KaAd oXnNUOTLoHEVOL auAoi
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Ayyelaka mpotuna (GUVEXELQ)
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,‘2 Ve A KAg10TOI KOI OVOIKTOI
' ACUAPWS
oxXnMaTiouévol auAoi

KAgwotol,
acadpwg

OXNHOATIOUEVOL au)\m S R m ZapKwpoL Kaposu
. BN R N )



Ayyelaka mpotuna (GUVEXELQL)

Mepovwuéva KuTTOPO
ME KUTTOLPOTIAOLGLOLTLKAL KEVOTOTILOL

EmGnMoa&sq

B apayyeloevéoOnAiwpa
N . L RV AP




Kurtaponhaouauka KEVOTOTILOL

IvoloTtioKkutTapLlka
VEOTTAQOHLOTOL
Alcian Blue

Aela puka kuttapa
(meputupnvika)

; , w‘ AyyetaKé AmoBAaotsq ”

"~ veomAdoparta

(PAS+KpUOtaMlKa
evKAswta)

§ ) NG



MpwTtonabeic OyKol LOAOKWV HOpLWV

2N

KakonBeig

KaAonOeig (copkwporto)

OpLakng kakonOeLog
N NUIKOKONOELG OyKoL

Tormka emiBetikol Sraviwe

(un pedrotapevol) HEOLOTAMEVOL

Wevdooapkw-
HOTWOELC

OAAOLWOELG




BaOuonoinon capkwpatwy

2UOTNOL KATNYOPLOTIOLNONG LE TIPOYVWOTLKEC
duvatotntec to onoio PBaoiletal o€ MOLKIAEC
HOPPOAOYIKEC TTAPAMETPOUC (LLLITWTLKA SpaoTnplotnTa,
VEKPWOT), KUTTOPOPBpiBeLa, mupnvikn atuTia,
NMAslopopdLOUOC, ayyeLakn StABnon KTAm)



Zuotnpota Badbupomnoinong

ABaduia, tplBaduia, tetpafaduia

Ta tpAaduia cuoTApATA EMITPENOUV MEYOAUTEPN
OLVOLTIOLP ALY WYLLOTNTOL

EupuUtepa xpnotponotoUpeva cvotipoata: NCI (Costa ko
ouv 1984, 1990) kat NtAAwko (Coindre ko ocuv 1986, 1997)

Amapaitntn n ovoyvweLorn Tou LoTOAOYLKOU TUTToU

OAa ta cuotpota Baduponoinong oxetilovtat Pe TV
nPEOyvwon



Zuotnpata Babpomnoinong ZapKwHatwy

MaAakwv Mopiwv

Markhede = Myhre- Costa Coindre

Napapetpol Kol 6UV. | Jensen Kol KTQZ:V. KOlL OUV.
1982 ocuv. 1991 (NCI) 1986

KuttapofBpiBela * * *
Awadopomnoinon * * * *
MoAvpopdLlopoc * * *
Mupnvokivnoieg * * * *
Nékpwon * * * *
BaBuoc -1V -1l -1l -1l

KokonOeiag




BaBuonoinon capkwpatwy
HAAQKWV HOopilwV

Elvau antapatitntn yori:

1. O BaOunoc kakonOeiac, To fAaOOC Tou OYKOU Kal To HEYEDOC
glvall ol KUPLEC TPOYVWOTIKEC TtapapeTpol (emiBiwon,
HETOLOTOTIKO SUVOLLLKO)

2. O LoTOoAOYLKOG TUTTOC dEV €ival aéLomiotn MPOYVWOTIKN
TIOLPAUETPOC YLA TOL TTTWXA dtapopomnmonpuEva ocapKkwpoto

3. Zxetiletal pe TNV mMIOaVOTNTA AMONAKPUOHEVNC LETAOTOONG
Kot OALKAC emBilwonc

4. EmutpEnel tn oUYKPLON AnOTEAECHATWVY oo dtadopa KEvipa
O€E TIOAUKEVTPLKECG LEAETEC



OEPATTEVUTLKEC TIPOEKTACELC
Tou BaBpou kakonOeiog

2TOV OLPXLKO OYKO:
BaBuoc | ->tomikn Oepanevtiky aywyn (e€aipeon)

BaBuoc lll ->e€aipeon + cvotnpatikn Oeparneia

2TNV UNMOTPOTN:
Awatipnon tou Baduou kakonBeiag Tou apyxitkou
OYKOU — ouvtnpntkn Bepamneia (e¢aipeon)
A0¢non tou BaOuou kakonOeiacg oe oxEon
HE TOV OPXLKO OYKO —> EMLOETIKN Oepaneia



Kavovecg Babponoinong capKwWHATWY LAAQKWVY
Hopiwv

1. AQPn EMapKwV TOpWV (pHLa ava K. LEYLOTNC
SLaMETPOU OYKOU)

2. PUOoN ¢ eMPpAVELOC TTOU AVTLOTOLXEL OE OTITIKO
niedio x40 (0.174 yA2)

3. M&tpnon ptwoswv TovAaxiotov duo GopEC
(otnv mMA€ov prtwTika dpaotripla epLloxn).
XpnRon tou uPnNAOGTEPOU ATIOTEAEGHOTOC

4. XpnOLLOTOLELTAL OE OYKOUC TTOU HEV £XOUV
oKTvoBoAnOei N xnueloBepansvOei



2uotnpo NCI

v Mapdperpot tov aftoAoyouvtat: KuttopoPpiBsia, Stadopomnoinon,
TOAUOPDLOUOC, TTUPNVOKLVNOLEC, VEKPWON

v NéKpwon: 0 KAAUTEPOC TIPOPBAEMTIKOC TTAPAYWV YL TO SLACTNHA EWC TNV
UTTOTPOTIN, TNV EMIBiwon Kol TNV eEMPLWON LETA TNV TPWTN UTOTPOTTN

v Grade 1: omt@via n urtotportr) Touc av e€apeBolv MANPWCE, Exouv HNSOULVO
LETAOTATIKO SuvauLko, upnAn mtBavotnta UMoTPOTNG o€ ateAn e€aipeon,
riOoavn Lotoloyikn e€EALEN KAl ELPAVLON LETAOTACEWY



2uotnpa NCI

Table 3 National Cancer Institute (NCI) system for sarcoma gradinge

Grade 1 Well-differentiated liposarcoma
Myxoid liposarcoma
Vsileblf-‘g:lﬂ' m}e'?lﬁil hﬂmni pencytoma (with <1 10 HPF)
Jell-differentiat 1gnant jopencytoma (with <1 mitoses/
Well-differentiated fibrosarcoma (wath <6 mutoses/10 HPF)

Well-differentiated lenonllL}kosarconn (with <6 mutoses/10 HPF)
MPNST (neurofibroma-hike) with <6 nutoses/10 HPF
My=xoid chondrosarcoma with no mitotic activaty

Grade 2 Any sarcoma other than automatically grade 3 sarcomas with <15% microscopic necrosis®

Grade 3 Extraskeletal Ewing’s sarcoma/PNET
Extraskeletal osteosarcoma
Mesenchymal chondrosarcoma
Malignant Triton tumor
Any sarcoma other than grade 1 with =15% necrosis

MFH, malignan tﬁbronshlsnx}oma MPNST, mahignant penph-  * Data from Costa et al. [4, 19] and Gullou et al. [22]
eral nerve sheath tumor, PNE heral neuroectodermal tu- ® Estimated by mucroscopic review only
mor; HPF, hmghporwetﬁeld (1 HPF=0.174 mm?)



TABLE 1.2 Assigned Histologic Grade According to Histologic Type in the NCI System
Modified from Costa J, Wesley RA, Glatstein E, et al. The grading of soft tissue sarcomas: results of a
clinicopathologic correlation in a series of 163 cases. Cancer 1984;53(3):520.

Histologic Type Grade 1 Grade 2 Grade 3
well-differentiated liposarcoma +

Myxoid liposarcoma -

Round cell iposarcoma - +
Pleomorphic liposarcoma +
Fibrosarcoma - -
MFH, pleomorphic type* - +
MFH, Inflammatory type* is =
MFH, myxoid type~ -

MFH, pleomorphic type” -

DFSP +

Lelomyosarcoma - - +
Malignant solitary fibrous tumor -+ -
rRhabdomyosarcoma (all types) .
Chondrosarcoma - - +
Myxoid chondrosarcoma + -

Mesenchymal chondrosarcoma +
Osteosarcoma -+
Extraskeletal Ewing sarcoma +
Synovial sarcoma -
Epithelioid sarcoma - +
Clear cell sarcoma - +
Superficial MPNST -

Epithelioid MPNST —- -
Malignant Triton tumor +
Anglosarcoma - +
Alveolar soft part sarcoma -
Kaposl sarcoma - -+
DFSP Dermatofibrosarcoma protuberans; MFH, malignant fibrous histiocytoma; MPNST,
malignant peripheral nerve sheath tumor; NC/, National Cancer Institute.




Juotnua FNCLCC

TABLE 1.2 Definitions of Grading Parameters for the FNCLCC System

Modified from Coindre JM, Trojani M, Contesso G, et al. Reproducibility of a histopathologic grading system for

adult soft tissue sarcomas. Cancer 1986;58(2):306.

Tumor Differentiation

Score 1

Sarcoma closely resembling normal adult mesenchymal tissue (e.g.,
well-differentiated liposarcoma)

Score 2 Sarcomas for which histologic typing Is certain (e.g., myxoid
liposarcoma)

Score 3 Embryonal and undifferentiated sarcomas, synovial sarcomas,
sarcoma of uncertain type

Mitotic Count

Score 1 0-9/10 hpf*

Score 2 10-19710 hpf

Score 3 =20/10 hpf

Tumor Necrosls (Microscopic)

Score 0 NoO necrosis

Score 1 =S09% tumor necrosis

Score 2 =509 tumor necrosis

Histologic Grade

Grade 1 Total score 2,3

Grade 2 Total score 4,5

Grade 3 Total score 6,7,8

FNCILCC, Fédération Nationale de Centres de Lutte Contre le Cancer (French Federation of
Cancer Centers Sarcoma Group).




TABLE 1.4 Tumor Differentiation Score According to Histologic Type in Updated FNCLCC
System

Modified from Guillou L Coindre JM_ Bonichon F, et al. Comparative study of the National Cancer Institute and
French Federation of Cancer Centers Sarcoma Group grading systems in a population of 410 adult patients
with soft tissue sarcoma._ J Clin Oncol 199 7:15{1)-350—-362.

Histologic Type

fga
E

well-differentiated Iiposarcoma

Myxoid liposarcoma

rRound cell Biposarcoma

Pleomorphic liposarcoma

Dedifferentiated liposarcoma

Fibrosarcoma

mMmyxofibrosarcoma

M. pleomorphic type (patternless pleomorphic sarcoma)

Glant cell and Inflammatory MiH' (pleomorphilc sarcoma,
NOS, with gilant cells or Inflammatory cells)

Conventional MPNST

Poorly differentiated MPNST
Malignant Triton tuMmor
well-differentiated lelomyosarcoma
Conwventional lelomyosarcoma

Poorly differentiated/splecomorphicsepithelioid
leliomyosarcoma

BIiphasicymonophasic synovial sarcoma

Poorly differentiated synowvial sarcoma
Rhrabdomyosarcoma

BExtraskeletal myxold chondrosarcoma

Mesenchymal chondrosarcoma

BExaraskeletal osteosarcoma

Ewing sarcomayPNET

Epilthellioid sarcoma

mMalignant rhabdoid tumor

uUndifferentiated (spindle cell and pleomorphic) sarcoma

WIW[NIN|W(WWINW

WIN[W(WIWN

WIW(WWWWIN W W W

AMPONST. Malignant peripheral nerve sheath tumor; NOS, not otherwise specified; PNET,
primitive Nneurcectodermal tumor
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FIGURE 6 - Metastasis-free curves according to tumor
grade. OJ, Gradc 1, 39 patients; *, grade 2, 66 patients; O,
grade 3, 50 patients.
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BACKGROUND. Histologic grade Is sald to be the most Important prognostic factor
in adult soft tissue sarcomas (STS), but most grading systems have been tested In
the overall sarcoma group and the predictive value of histologic grade needs to be
assessed spectfically for each of the histologic categories.

METHODS. From 1980 to 1994, 1240 nonmetastatic patients were entered in the
French STS database. The following parameters were studied: patient™s age and
gender, previous history, tumor location, stze and depth, neurovascular or bone
involvement (NBI), histologic type and subtype, and grade (the French Federatton
of Cancer Centers [FNCLCC| system). Median follow-up for the survivors was 88
months; only 5% of pattents were lost to follow-up. The authors performed unt-
variate and multtvariate analyses for metastasts-free survival for the overall sar-
coma group and for every main histologic type.

RESIALTS. In order of importance, parameters were respectively retained as inde-
pendent predictors of metastasis as follows: grade, tumor stze, NEI and tumor
depth for the overall group, grade and NEI for malignant fibrous histtocytomas (m
— 349), mumor size, histologic subtype and grade for lposarcomas (n — 188), NBI,
grade and mumor size for lelomyosarcomas (n — 148), grade and NEI for synovial
sarcomas (n — 125), grade for unclassified sarcomas (n — 140), and sarcomas of
other types (n — 158). No parameter was significant for malignant schwannomas
([ = 72) or for rhabdomvosarcomas (n — 60).

CONCLUSION. In this study, histologic grade appeared as an independent predictor
of metastasis development in the main histologic types of adult STS, with the
exception of malignant schwannomas and rhabdomvyosarcomas. Cancer 2001;91:

1914-26. © 2001 American Cancer Soclety.

KEYWORDS: soft tissue sarcoma, prognosis, metastasis, grade.




Comparative Study of the National Cancer Institute and
French Federation of Cancer Centers Sarcoma Group
Grading Systems in a Population of 410 Adult Patients

With Soft Tissue Sarcoma

By Louis Guillou, Jean-Michel Coindre, Frangoise Bonichon, Nguyen Binh Bui, Philippe Terrier, Frangoise Collin,
Marie-Odile Vilain, Anne-Marie Mandard, Viviane Le Doussal, Agnés Leroux, Jocelyne Jacquemier, Huguette Duplay,
Xavier Sastre-Garau, and José Costa

Purpose: Several histologic grading systems have
been validated in soft tissue sarcomas (STS), but no sys-
tem is currently accepted worldwide. The National Can-
cer Institute (NCI) and French Federation of Cancer Cen-
ters Sarcoma Group (FNCLCC) systems were examined
comparatively in the same population of patients with
STS to determine which system is the best prognosticator
with regard to metastasis development and tumor mor-
tality.

Patients and Methods: Four hundred ten adult pa-
tients with nonmetastatic STS were examined. Histologic
grade was established according to the NCl and FNCLCC
systems in each case. The prognostic value of both sys-
tems was examined using univariate and multivariate
(Cox’s model) analyses, and special attention was de-
voted to tumors with discordant grades.

Results: In univariate analysis, both the NCI and
FNCLCC systems were of prognostic value to predict me-
tastasis development and tumor mortality. In multivari-

ate analysis, high-grade tumors, irrespective of the sys-
tem used, size = 10 cm, and deep location were found
to be independent prognostic factors for the advent of
metastases. Tumor grade had a higher predictive value
than size or depth, and higher prognostic weight was
assigned to the FNCLCC grading system in Cox models.
Grade discrepancies were observed in 34.6% of the
cases. An increased number of grade 3 STS, a reduced
number of grade 2 STS, and a better correlation with
overall and metastasis-free survival within subpopula-
tions with discordant grades were observed in favor of
the FNCLCC system.

Conclusion: The FNCLCC system showed slightly in-
creased ability to predict distant metastasis development
and tumor moﬂollly The use of this system to evaluate
STS aggressiveness might be favored.

J Clin Oncol 75:350-362. © 1997 by American So-
ciety of Clinical Oncology.



Comparative Study of the National Cancer Institute and
French Federation of Cancer Centers Sarcoma Group
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By Louis Guillou, Jean-Michel Coindre, Francoise Bonichon, Nguyen Binh Bui, Philippe Terrier, Francoise Collin,
Marie-Odile Vilain, Anne-Marie Mandard, Viviane Le Doussal, Agnés Leroux, Jocelyne Jacquemier, Huguette Duplay,
Xavier Sastre-Garau, and José Costa

Table 3. Tumor Distribution According to the NCI and

FNCLCC Grading Systems
FNCLCC G FNCLCC G2 FNCLCC G3 Total
Tumor
Grode No * No % Neo % No %

NCIGl |46 | 11.2 18 44 0 0 64 15.6

NCIG2 27 6.6 351 70 171 241 588
NCIG3 0 O 27 66 |78 19 105 254

Total 73 178 189 461 148 361 410 100

NOTE. P < 0001.

v N2F1— » F1 otnv enPiwon
v" N2F3 kot N3F2 kaAUtepn erufiwon amno
N3F3

v" N3F3#N3F2 — N2F2 yiwa 1o Xpovo
EWC TNV EUPAVION LETAOTAONC



Meploplopol BadOpomoinonc GopKWUATWY

1. O BaOuocg kakonOeLag v StadopodLaylyvwoKel
kaAonOeic/kakonNOeLg Oykouc. Apa XpnoLUOTOLELTO
otav EXOUUE OEOEL HLAYVWON CAPKWLOTOG

2. XpNOLHOTIOLEITOL LOVO OTA COAPKWHATA LOACKWY HOPLWV
evnAikwyv (ota matdLatpLlkd CopKWHATA HAACKWV
HOopilwV N tPpoyvwon Ko n Ospaneia e§aptwvtat oo
TOV LOTOAOYLKO TUTO)

3. Evéiapeonc kakonOeiag oykotl dev Badpomnotovvrat
4. O BaBpoc dev umokaBLoTA TOV LOTOAOYLKO TUTTO

5. AgV XPNOLLOTIOLEITOL OTO OCTLKA COPKWHLOLTOL



Mapayovtec oL ontoiot dSucxepaivouv tn Baduomnoinon
TWV COPKWUATWV
v AU§NHEVO TIAXOC LOTOAOYIKWV TORWV (SUoYEPELD 0TN LOPPOAOYLKN EKTLLLNON KoL

TN LETPNON TWV UITWOEWV)
v Avertopkn g detypatoAnyia (ry FNB)

v EvaAAayEC oTnv KUTTopoBpilBEeLa Kat TNV APXLTEKTOVLKE EVTOC TOU OYKOU

v OL KOKEC OUVONKEC LOVLHOTIOLNONC TOU MAPOOKEVAGHATOC 08NnYyouV o€
UTTOEKTLNON TOU aplOpoU TwV HITWOEWV

v O UTtOAOYLOHOC TNC EKTOLONC TNE VEKPWONC UIOPEL va eivat emopalic Aoyw
npotipnon¢ AnYng tTopwv ano BLwWOoLHEG TIEPLOXEC (OUVEKTIUNON LE TN
LLOLKPOOKOTILKI) ELKOVOL KOLL TOL OKTIVOAOYLKA Evpripata)



2 OPKWLOLTOL GTOL OTTOLOL I CUVEKTLNON KAWVIKWV MOPOUETPWV Eival
KOAUTEPOC MPOPAENTIKOC SELKTNC TNE TPOYVWONG ano tn Badpomnoinon

v AepUaTIKO ayVELOCAPKWHA: MEYEDOC, MOAVEGTIAKN evToTiion (6ladopd e eV Tw BAOeL
OlYYELOCAPKWHLOL)

v ZuvoBLako Zapkwpo: tafvopnon o€ i} low- high-risk opadeg pe Baon tnv nAwia, To
HEYEDOG Ka TNV napovuoia neploxwv xoanAng dtapopomnoinong (Bergh et al, 1999)

v Muéoeldéc Xovbpoodpkwpua: late metastasis 6to 40% TWV MEPUTTWOEWV.

MNpoPAePn petdotaonc He Baon tnv nAwkia, to Baduo diadopomnoinong Kot TNV EVIONLON
(eyyuc vs nepidpepikn)(Meis-Kindblom et al, 1999)



