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Low risk Intermediate risk High risk
ATl Al HAGIR
EIGIRIN \ARITA wainiTe
Subgroup A : VA VAC IRS 4 : IE then VAC £ |E

Subgroup B : VAC

oy el
F985n1 dUn11in 3
499 YEG
bNde + 59A5NE dlmni 12
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itnTAauAaL 36-48 dUma1k

59@5nwn dilmnein 12

Wit RauATL 36-48 fUay

IRS 5 : VCpt then VAC + VCpt

5a35nw ddanvii 15

bnEe + 59A5Nen Alaiin 12
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wRLNTAAWATY 36-48 AUmnuf

A1ge VA = Vincristine + Actinomycin D
VAC = Vincristine + Actinomycin D + Cyclophosphamide
IE = lfosfamide + Etoposide

VCpt = Vincristine + Irinotecan

A157199 2 1 NENAHIAENANN IRS 5

Low risk

Intermediate risk

High risk

Embryonal histology
(non-metastatic stage)

Alveolar / Undif histology
(non-metastatic stage)

Metastatic stage

Subgroup

A : orbit stage |
stage + group = 2-3
B : stage + group = 4-5

Exception

unresectable + unfavorable site
(Intermediate risk)

Exception

embryonal + age < 10 years
(Intermediate risk)
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Second-look surgery NNANAUANLINLTA
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Lymph node sampling a104 U348
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Factors Survival
Histology“® Botryoid subtype 5-year OS : 95 %
Spindle cell subtype 5-year OS : 88 %
Embryonal 5-year OS : 66 %
Alveolar 5-year OS : 54 %
Undifferentiated 5-year OS : 40 %
Site(7) Head and neck
US : Parameningeal (I-MM-NN-PPP) 5-year OS: 74 %
ES : Non-parameningeal 5-year OS: 78 %
Orbit 5-year OS: 95 %
Genito-urinary system
US : Bladder, prostate 5-year OS: 81 %
FS : Non-bladder/prostate 5-year OS : 89 %
Others
US : Extremities, trunk, retroperitoneum
Perineal, anus
FS : Hepatobiliary tract
Stage®? Stage 1 : Favorable sites 3-year FFS : 86 %
Stage 2 . Unfavorable sites 3-year FFS : 80 %
Stage 3 : Unfavorable sites Waz 2u1m > 5 4d. / LN positive 3-year FFS : 68 %
Stage 4 . Metastasis 3-year FFS : 25 %
Group(8-9)  Group 1 : Complete resection (ABLILAUA 0.5 Td.) 3-year FFS : 83 %
Group 2 : Microscopic residual (2A) 38 LN positive (2B) 3-year FFS : 86 %
Group 3 : Gross residual 3-year FFS : 73 %
Group 4 : Metastasis 3-year FFS : 25 %
Age® < 10 years 3-year FFS : 90 %
> 10 years 3-year FFS : 63 %

ANgia US = Unfavorable sites

FS = Favorable sites

OS = Overall survival

FFS = Failure-free survival
I-MM-NN-PPP = Infratemporal fossa

Middle ear, Mastoid
Nasal cavity, Nasopharynx
Paranasal sinus, Pterygopalatine, Parapharyngeal
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firluanAnugulsungaiufalsn d9unuiag IRS
3479 Busintladadu Site WAz Histology 394
= . o
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. Group 1-2 saslsAwdetiasroiaunzse
#Aa19u1LaN 1 Cyclophosphamide aiflu alkylating
agent LW@@@N@“HNLF\?N‘M@GLF]NU’]U@ LV@@LWHQ
AnTEN 2 #in Aa Vincristine + Actinomycin D (VA) ﬁm

Inalsiuansnafiuiugnsan 3 fa Aa Vincristine +

Actinomycin D + Cyclophosphamide (VAC)

. Group 3 soelsAmManNINLFTMAeUNEIR
ﬁm?mwﬁ'mﬂmiLﬁaﬂquamimlﬁmn%u U
Doxorubicin (VDC), Ifosfamide (VAI), Etoposide
(VIE) wanudnliuanisfnunlis1eaingmsen 3
fnLAN (VAC)

» Group 4 saalsansyandlilfadensi uas
HANITINENFRaENgaT 3 AR (VAC) ﬁﬁﬂﬁwaiﬂﬁ
N mqmwmﬁmmmmmm AafiansuLiisen
1913l Ifosfamide + Etoposide (IE) L dnadnusne
NN999ATIRANIILAZNAT19IALNTIatINGT Vincristine
+ Mephalan (vM) Tagigienifluaan 6-12 dlanviudn
Uszfiuaansnauaued danasduedaz 1 VAC aqL
IE widnlumavanesazliianiy VAC
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A1519N 4 TUATIREAATUTNATNE IﬂHLﬁHULWﬂU@’]ﬂQWHQ@E IRS 1-6

IRS 1® IRS 2 IRS 37 IRS 4% IRS 5" IRS 6
Factors age, size age, size, age, size, group group group
group group
Dose (Gy) 40 -60 40 - 55 41.4-504 41.4-50.4 36-50.4 36 -50.4
Margin muscle 5cm 5cm 2cm 1.5-2cm 1.5.cm
WBRT if - IC, CN, BOS iC, CSF" CSF” CSF CSF”
Timing (wk)
CNS involve - - immediate " immediate immediate immediate
Low risk 1 1 2 3 8 13
Int risk 6 6 6 9 12 4
High risk 6 6 6 18.5 15 20

Agia WBRT = Whole brain radiation
IC = Intracranial extension
CN = Cranial nerve involvement
BOS = Base of skull erosion

CSF+ = Positive CSF cytology
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fansauntladesine dsznaulildon histology, site,
stage, group, age AIN41UR4El IRS 5 %ﬁ@’;ﬂ@[ﬂ?m
wittauazdnsinissandanlnelsidanisn
(failure-free survival; FFS) Faid

»  Low risk (subgroup A) : VA
5-year FFS 89 %"

«  Low risk (subgroup B) : VAC
5-year FFS 85 %"

« Intermediate risk : L‘WIN Topotecan
(VAC-VTC) 4-year FFS 68 %" wsnwdn
Tnan1sFneEnlumneann VAC 4-year FFS
73%™

«  High risk : Lﬁl‘u Irinotecan (VCpt 4 weeks
then VAC + VCpt)2-year FFS 23 %™

seuaanafanansun i concurrent chemo-
radiation 1aeld Vincristine vi5@ Vincristine + Cyclo-
phosphamide nisannuliafitnTaseauasy
36-48 &a1f TnenadnafesasaitinTadissl
* Vincristine Dental abnormality
* Actinomycin D Hepatotoxicity,
recall phenomenon
»  Cyclophosphamide Hemorrhagic
cystitis, AML, ovarian/testicular failure
*  Ifosfamide Hemorrhagic cystitis
*  Etoposide AML
* Topotecan Severe diarrhea
* Irinotecan Severe diarrhea
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«  Meningeal impingement 8n31n1snauLilu
SaNNZTianasaIN 33 % MAe 18 %
- Intracranial extension $AsN1ngLTug
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+  Base of skull erosion, CN palsy 8n31n13
nduiThiamianasan 30 % wina 21 %
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AN979% 5 1FuNu5a Inafaisanmu Group
Group
Dose Exception
(Initial surgery) (Second-look surgery)
36 Gy 1, 2A 1 embryonal + FS + group 1:no RT
41.4 Gy 2B 2A, 2B -
Boost to 50.4 Gy 3 3 orbit + group 3 : 45 Gy

Anea Boost = Boost GTV + 0.5 cm margin
FS = Favorable sites

2.2 % szninaliiafitings Tnefiguapdalallaiunns
8593 99711098 IRS 6 aZNaNsUNR1E5IA 5T
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. ﬂaummmﬂqmwwwmﬂmmummﬂ@u
Lmemmmmmmaimﬂﬁmmmvma‘lﬁmmmﬁ
ﬂixmﬂu@ﬂmw 15

Hamarsfiarsalunnsaased

. am%ﬁu‘%mmmﬂimﬂgmgﬁLLaziﬂﬂiiﬂ‘ﬁl
uwsnszane ingureslsaneusinfnuazliiaiiinia
Tnelaisaniiadadnadnsilauteunziinaden
AauN199NH (pushing border)

+ rlaeFdilasiuiFunsieniimaes i
TanMan1INszaneANILULUNIMASIEN Tneiannz
peiN984 paratesticular, bladder, prostate, retro-

peritoneum, extremities

" mmamaumwmm@umm’amﬂ@uuuj
ﬂﬂﬁl?ﬂ@WUﬁ‘ﬂﬂIiﬂﬂﬁ‘”@’lﬁliﬂ mumm@mmnw@w
Lu’aﬁi"ﬂ"\"lﬂﬂ’WWLﬂﬂ“ﬁL’iﬂ TrauNanaT

. fisealeanszaauanefiwuslulan
anunsnanesearatanldlae i @TuN AN 14.4 Gy
1 9 fraction (1.6 Gy/F)"”

I USRI sAsa nAUSLASAYIAUASUINeNbUS:INAlNg
26 1y 18 avui 2 nsnnIAY - sSuaAL. 2555

. 19l hyperfractionation (59.4 Gy lag
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conventional fractionation®
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