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EI2ATQIMH

KokonBeilg veoTTAGIEG ATTO LEGEY XV UXTIKO KUTTOPO
LYXETIKWG OTTOVLIO KOl ETEPOYEVIG OUXOX VEOTTANG LWV
OTToOVONTTOTE GTO GWLOL
7 % Teplimov o€ NALKieG pexpl 20 eTwv
Amavtnon o€ Bepamelar TOLKIAAN

Pafdopvocapkmwpata (RMS)

STS
Mn pafoopvocapkwpuatwodn capkwuata (NRSTS)




Non Rhabdo >apkwpoaro (NRSTS)

leiomyosarcoma (smooth muscle)

fibrosarcoma and malignant fibrous histiocytoma - MFH
(connective tissue)

neurofibrosarcoma or malignant peripheral nerve sheath tumor
liposarcoma (adipose)

synovial sarcoma (synovium)

angiosarcoma (blood and/or lymphatic vessels)

alveolar soft - part sarcoma

extraosseous Ewing’s sarcoma

peripheral neuroectodermal tumors

epithelioid sarcoma

hemangiopericytoma




Eménutvov(a

YUYVOTEPOL LoToAoylkol Tuor NRSTS:
synovial sarcoma
neurofibroma
fibrosarcoma

TOmog NRSTS avadoyws nAikiog acBevoug:

fibrosarcoma o cuyVvo o€ Bpepn
synovial sarcoma & malignant peripheral nerve sheath tumor (MPNST)

OUYVOTEPA G€ [LeyaAUTEPA TTALOLX (> 10 ETWV) KAL EVIALKEG

TOmog NRSTS avaAoyws evTomiong:
Axpa (euvnbws kKatw): synovial sarcomas
Kopuog: xupiwg malignant fibrous histiocytoma (MEH) 1 vevpoyevoug
TPOEAEVONG OYKOL

ArtioAoyikn) evoelen mapovoa o€ <5% twv NRSTS
10-15 £tn peta aktwvobepamela (1-2%, cvyvotepa MEH)
AoBevelg e 0. Li-Fraumeni, oltkoyevec o. Gardner (6£0L0ELOEIG OYKOL),
vevpoivopatwon-1 (NFE-1, Von-Recklinghausen’s disease) (MPNST)
Aglopvoocapkwilo o€ odLd e dtarapoyeg avoocomoinong (HIV, EBV)




KAWLKN CUITTWLOTOAOYLOL
Xuvnowe :

0V OLVV, ACVUTTTOWUATIKT] LOlX TTOU LEYAAWVEL

OTO OKPX KL TOV KOPUO

OUUTTTWUATO OO THLEGT) VEUPWV. 1] Oy YELWY

OVO T LOTIKO GUUTTOULOTO OTTAVIA (0V VITTAPYOVY. ONJAWVOULY
LETOOTAGELG)

VUMAT O VOTN T OULUXTOYEVWY. LETAOTAGEWY (KUPLWG

TIVEV|LOVEG, OPLOUEVA KOL OE TIEPLOYLKOUG AELPAOEVEG)
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Tumor, Node, IVietastasi

S
and the American Joint Committee on Canc

I=Frimary tumor

10 NO evidence of primary tumor

11 lumor <o cm In greater dimension
I1a Superticial tumor

1'1b Deep tumor

lumor =5 Cm In greater aimension

1'2a superticial tumor

120 Deep tumor

N-Regional 1ympn noaes

NO NO regional lympn node metastasis

N1 Regional lympn noae metastasis

VI=Distant metastasis

NO aistant metastasis
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Surgicopathologic grouping of the Intergroup Rhabdomyosarcoma Study Group and clinical outcome according to group

Clinical Group

'V

5-yr Event-free

Definition

survival (%)

Localized, completely resected confined to site of origin

Localized, completely resected, infiltrated beyond site of 72-83
origin

Localized, grossly resected, microscopic residual disease

Regional disease, involved lymph nodes completely resected

65-72
Regional disease, involved lymph nodes grossly resected with
microscopic residual disease
Local or regional grossly visible disease after biopsy only
Grossly visible disease after >50% resection of primary tumor
Distant metastases present at diagnosis 15 (2-yr)

5-yr Survival

(%)

84-90

84-88

35-54

34 (2-yr)



MPOrNQSTIKOI IAPAFONTES (1)

o,  ovénuévn TOVOTNTA  VITOTPOTIC (recurrence)
OPLOL EKTOUNG UIKPOOKOTILKX (+)
EVOOKOLALOKT) EVTOTILOT TTPWTOTAO0UE OYKOU

aktwobepateia (-)
T2 (oykog>5 cm)

B. avénpevn mBavOTNTH OMOUAKPUGUEVWV
neTaocTacewy. (distant recurrence)
T2 (neyebog oykov > 5¢cm)
OmBnTikol oykol
oykol high grade 1otoAoyikwg
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MPOFNQSTIKOI IAPAFONTES (2)

Y. pewwpevn mbavotnte  emfBiwong (survival)

OPLO EKTOUNG UIKPOOKOTILKA (+)
T2 (peyebog oykov > 5¢cm)
oykol high grade 16TOAOYIKWG

EVOOKOLALOKT] EVTOTILOT TTPWTOTAB0UE OYKOU
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Browia

a. BroYiia diax BeAovnc (needle biopsy)
FNA (7?7 - apKETO VALKO VL0 YEVETIKO & [LOPLOKO EAEYXO)
core needle biopsy
vmo kaBoonynon (CT, US)
amopoltnTy n Aqdn un vekpwievov totov (frozen section)
EUTTELPLX AKTIVOAOYOL — TTABOAOYOAVATOUOU
min. inv. tech. o€ ev60-0wpako-kolAtokn pualo

B. avoikti BroYiior (cuvnBws TPOTIUNTEX)
excisional
emLPovVELOKT) BAAPN 6<2,5cm
incisional
1EB0O0G EKAOYTG — ATTULTEL TIPOCEKTIKO OYEO LTG0
AKPO: TOUEG TTAPAAANAEG TTPOG VEUPO-LIVLKEG (VEG
KEPOAAN-TPAXNAOG-KOPUOG: TILOVN SUOKOALXL GUYKAELONG
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XEIPOYPTIKH EKTOMH BAABHX

Optimal: Evpeta WA PG EKTOUT LE VY] OpLa (?7)
Intralesional margin:
UEPLKT] EKTOUT] OYKOU. UE UXKPOGKOTILKO UTTOAELUUX
TOTILKT] UTTOTPOTT PEfaiar
Marginal margin:
TTAN PG EKTOUN ETTL TN G YPEVOOKAYAS TOU. OYKOU
ToTILKY] VTTOTPOTTH 60 — 70 %
Wide resection:
en bloc extour Oyxov kail vyLovg Lotov (meptfwpla 1-2 cm)
TOTILKT) UTTOTPOTT) O€ VvijAlkes 5 - 10 %
Radical margins:
EKTOUN GUVOAOV UAAXKWY. LOPLWY TTEPLOXTG 1] TIEPLOGOTEPO
TOTILKY] UTtoTpoTy] <5 %




NRSTS k. akpov

ZYEOLOAOIOG TWV
0pLwV EKTOUNG

TIPOEYXELPT TIKA

Ep@avngn toun

TponynOeloag

ot incisional avoIKTYG
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AEMOAAENIKO2 KAGAPIXMO2

NRSTS petaotacn o€ mEPLOYIKOVUG AEUPAOEVES GTIAVIX

uexpL 15 % o€ synovial, angiosarcoma 1) epithelioid sarcoma
high-grade capkwuata-c0oToL(OL AEPLPAOEVEG > 1,5 cm
xapToypa@non & Brofiia AEUPAOEVA-OPOVPOV

ELOLKT] OLEYYELPNTLKN TEYVLK)

padloloototo (technetium-labeled sulfur colloid)

xpwoTtikn (isosulfan blue dye — Lymphazurin®©)
Y-Kapepa (PopnToG padLOlGOTOTIIKOG OV VEVTIG)

TUTTLKOG AEUPAOEVIKOG KaBaploog 1 totikn RT
0V 0 AEPLPAOEVAG-(PPOVPOG Elvol OETIKOG
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2YMITAHPOQMATIKH EKTOMH (Re-resection)

Av
1 LOTOAOYLKN €kBeoM ﬁ / KOl
0 LETEYXELPNTIKOG ATTEIKOVIOTIKOG EAEY YOG

LB orvoAoyouv
TOPOVC LI VTTOAELUUATIKOU OYKOU ﬁ / KOl

TTOAD AETITA TTEPLOWPLX VYLWV LOTWV

Av 1 apyikn) ekToun ywe xwpic vroyia NRSTS

INUOVTIKI AETTTOUEP ELQ:

KOL




[IposTolpacia
TIOPACKEVAGLOTOC

KataAAnAn enjuovon
VALKOU LLE POUPEG
OLOPOPETIKOY
XPWILOTOG KoL
UNKOUG YLIO
TOPAS00T) GTO
[TaBoAoyoovaTouiko
Epyactiplo
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EKTOMH META2TA2ZEQN (metastasectomy)

[IpoUTOBECELG YIo EKTOUT] TTVEVLOVIKWY. UETHOTAOEWY
LKOVOTIOINTIKWG EAEYXOELS TTPWTOTAONG OYKOG
OYL EEWMTTIVEVOVIKEC LETAOTAOELG
LKOWVOTTO I TUKT) TIVEV [LOVIKT) AELTOVPY LN

A1 P1)C EKTOUT) OAWY TV LUETAOTAGEWY, AOXETWS APLOLOV

A€V CLVIOTATOL € AOOEVELG |I€
OLOYVTEG TIOPEY XV LOTIKEG LETOOTAOGELG
EKTETAUEVEG BAAPBEG LeGOBWpPakiov
EKTETOLEVT] CUUUETOXT) BWPAKIKOU TOLYWUKTOG




; o~
E
I

PABAOMYO2APKQMA (RIVIS)

TPWTOTAOG VEOTTAXGL TTALOLWY. KOl QT BwV

TIPOEPYETOL OTTO EULPLIKA UECEYNVUATIKA KUTTOPX

SLVOTOTNTA SLAPOPOTTOIN GG TWPOG YPAUUWTO UVIKO LOTO
> 50 % oAwv twy STS ota TotdLo

0€ OTTOLOOT|TTOTE TTEPLOYT — 0oLoONmoTE loTto  IAHN OXTON

meplmov 20% ot akpa (OLo@opa aTto EVIALKEG)
L0 GUYV A OE KEPOAT], TPOXNAD, OUPOTTOLO-YEVVITIKO CUGT X

EVTOTILCETOL OTTOV VTTAPYEL OKEAETIKOG IUG  adAd Kai

OTTOV OEV UTIAPYEL OKEAETIKOG UG, TL.X-
OVPOOOYOG KUGTN

XOANPOPO
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[TAIAIKO RMS - lotoAoyikot TumoL

International Rhabdomyosarcoma Pathologic Classification

. Evvoikng mpoyvwongs
0. [FOTPUOELOEG
B. spindle-cell
[I. Evolapeonc mpoyvmwong
eUBPLIKO
TAELOUOPPLKO (GTTOVLO)
[II. ®TwyNG TPOYVWONG
KUWEALOLKO (ovumeptAapufaveral solid variant)
aOLOPOPOTIOMN TO




E

AITATNQ>H RMS

oLV OWG e aVOIKTH BloYia (oviykn apKeToD VAKOU
VKT &P
QTTOVOL0L ELOLKWYV OELKTWV
OTTOV O Ll ELOLKWV ATTELKOVIOTIKWY EVPNLATWY

RMS ovpotolo-yevvntikov: royiia e EVOOOKOTON
RMS mpootdtn: ProWiec e feAovn (TOAANTAEG)

RMS koppol kol dkpwy:
avolkTn Bloyiia (excisional 1) incisional)
ETUILAOYT] TOUNG VI OLlEVKOAVVOT TNG €V cuvexeia WLE

TEAIKOG 6TOXOG: EVPELN: TOTIKT EKDOUI ETOHL VYLDV LG TV,

FEAeY)0G GUGTOLY WV AEUPAOEVWV: AVAAOY WS TTPWTOTABOUS EOTIAG
Kopuog — Akpo: VimAn cuXVOTNTA CUUUETOXNG GUGTO YWV AEUPASEV WV
OUVIOTATAL TTPOCTTABELN AVIXVEVLONG AELPAOEVA-(PPOVPOV




XTAAIO

1

EVTomion)
0@OUANLKOG KOYXOG

KEQPAA)-TPAYNA0G
(TAnV Tapau VLY YIK®V)

un-kVotng/mpootdTn

KVOTI/TPOCTATNG

axpa

TAPAUNVLYYIKES Kpaviov
¢ (xopuds,
omioBomepLrovato,

TEPiveD, XOANPOpQ,
evobwpatkuii})

KVOTN/TPOCTATNG

akpa

TOPAUNVLYYLKES Kpaviov

G (0twg otadio 2)

0Aeg oL BEaelg




‘Oyxog
[leploplopévog otV avatopLky TEPLOXT) TIPOEAEVONG
(a) SudpeTpog<5cm
(b) dwapetpog@ 5 cm
T, Eméxtaon kar/1 kabAwon oe TEPLE LoTovG
(a) Sudpetpog<5cm
(b) dwapetpog@ 5 cm

Zboroyoteppodbves |

No KAWIK®WG PN Sinonpévol

KAWVLKI KataoTtaot dyvwotn (e8ikws av
a&loAdynon Sev eivat Suvatn)

M, Agv VTIAPXOVV ATIOPAKPUVOUEVEG LETACTAOELS

X

N, KAWIKWGS Sbnpévol amd to vedTAaopa

M, YTapxouv amopaKpUOUEVEG HETAOTATELS



KAINIKH OMAAO[OIH2H
by the Intergroup Rhabdomyosarcoma Study (IRS) Group

Tomwk vooog, mhjpwg eaipebeioa

(oVoTool Aepadéves pun Smonpévol - BloPia evrovwe ouvioTdtal/amatteitat, TANY KEQAANG -
TpAYMA0L)

(a) [eploplopévn o€ pu 1 Gpyavo tpogAevong
(b) Anibnon katd ocvvéxELa LOTOV, EKTOG TOV MVOG 1} 0PYAVOL TIPOEAEVONS
MakpookoTkwg AN PNG eKTOT) pe evEei§els Teploykig Staomopdg

(a) ASp1) ekTopn OYKOU HE LIKPOOKOTILKWG VTIOAELTIOUEVT VOGO - ATTOVO A EVOEIEEWV HAKPOOTKOTILKWS
VUTOAELTOPEVTS VOO OV 1) S1mBnong emywpiwv Aep@adévwy

(b) Meproxikn vooog pe Smbnpevous Asp@adéves, mMANpws eSatpedeion PE PIKPOTKOTIKWS VTIOAELTTOWEVT)
vO00, TATV TOU TTAEOV ATTOUAKPUOUEVOL AEP@ASEVQL

() Meproxkn vooog pe mBnuévous Aeppadéves, adpws eSaipedeion Pe HIKPOOKOTIIKWS VTIOAELTTOUET
VOO0 TTAPOVCH KXl GTOV TAEOV ATIOUAKPUOUEVO Aep@adéva

ATEAG EKTOT) HE HAKPOOKOTILKWS VTIOAELTTOpEVT) VOGO
(a) Metd Bropia povov
(b) Metd adpn 1 peydAov Babpov ektopun mpwtomaboug oykov (>50%)

ATOpPOKPUOPEVEG PETACTAOELG TAPOVOES KATA TN Stdyvwon (Tvevpoveg, Nmap, 00Td, MUEAGS 00TWY,
eYKEPAAOG Kot pokpvol pOEg Kat Aep@adéves)




TAZINOMH2H 2E OMAAE2 KINAYNOY (IrRs-V)

oLVOVAGILOG OTAOIOV — OUAONGS - LOTOAOYLIKOU TUTTOU

3 0EP. TPWTOKOAAN VAAOY WS KIVOUVOU UITOTPOTIHG

oo BOeVElS yaunAol KivoUvou

3-year failure-free survival (FES) rate 88%

Ao OEVEIG EVOLALEGOV KLVOUVOU

3-year failure-free survival (FES) rate 55-76%

aoBeveic VPNAoL KLVOUVOU

3-year failure-free survival (FFS) rate < 30%




IRS-V Risk Groups

)zp e X TOOLO
P WTOKOAAO

Ztddo 1
Low Risk Ztado 1

ztado 2

KAwvikn Opada (Clinical Group)

Group I ko I1, Ny, 0Agg oL evvoikég BEaelg
Group III, Ny, Ny, 0BaApikog k6yxos pévov

Group I, Ny, Ny, 0Aeg oL un-guvoikeg B€oelg, Oykog < 5 cm

ztadwo 1

Ztadwo 1
Intermediate Risk

rtado 2
Ytado 3

Group II, N,, 0A&g oL vvoikeg BEoelg

Group III, Ny, Ny, N;, 6Aeg oL euvoikég B€oelg extog
0@OBaApLKOV KOYXOU

Group II xau I11, Ny, Ny 1 N;, 0Aeg oL aAAeg B€oelg
Group II kau IT1, Ny, Ny 1 N,, 0Aeg oL aAAeg BEoelg

High Risk Ztado 4

Group IV, Ny, Ny 1 N,, omtowadnmote 0éom pe petaotatiky
vooo (ovumeplAapfdvovtal VEOTAACUATIKA KUTTAPA OE
ENY, mAevpitikd 1 mepLTovaiko vypo, 1] EmmAoiKd
ELEUTEVHATA)




E

OEPATIEIA

ovvovaouoG X — XMO - RT (multimodal)

XTOXOX :
TOTILKOG EAEYXOG OYKOU
OLATI PN 0T LOPPTG — AEITOVPYLIKOTI TOG
XEIPOYPI'TKH O EPAITEIA
TTPOOOEVTIKI] TAOT ALYOTEPO AKPWTNPLAGTLKN
site-specific
EVPELO TOTTLKT] EKTOUN TIPWTOTTHH0UVG OYKOU
KT TO OLUVATOV LEYOAVTEPQ VYT OPLO
OLATN PN o1 (WTIKWY OO0 UWY
KOOINTLKO XTTOTEAEC U




YSTEPOTPADO

KoAvTepn mpoyvmwon — ALyOTEPOG AKPWTNPLAGLOG
AEVTEPOYEVIG EXTOLN LETOL apy ik [[Brolior £ neoad). th. |
TIPOTIUOTEPY (KAAVTEPY EKLaon) amo
[lpwToyEV LEPLKI 1 ATEAT] EXTON
Primary Re-Excision (PRE)
0V VTTAPXEL LOTOAOYLIKT] OLPLGANTNGT TWV VYLWV 0PIV
Second Look Operation (SLO)
eEKTLUNON DEPATTEVTIKNG ATV TN ONG
CUUTTAN P WUATLKT]) EKTOLUT VITOAETOUEVOV OYKOU




Euxaplotw



