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AEia VA = Vincristine + Actinomycin D

VAC = Vincristine + Actinomycin D + Cyclophosphamide

IE = Ifosfamide + Etoposide

VCpt = Vincristine + Irinotecan
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Low risk

Intermediate risk

High risk

Embryonal histology

(non-metastatic stage)

Subgroup
A . orbit stage |

stage + group = 2-3

B : stage + group = 4-5

Exception

unresectable + unfavorable site

(Intermediate risk)

Alveolar / Undif histology

(non-metastatic stage)

Metastatic stage

Exception

embryonal + age < 10 years

(Intermediate risk)
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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” Head and neck
US : Parameningeal (I-MM-NN-PPP) 5-year OS : 74 %
FS : 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
Sﬁgg(&g) Stage 1 : Favorable sites 3-year FFS : 86 %
Stage 2 : Unfavorable sites 3-year FFS : 80 %
Stage 3 : Unfavorable sites lag 9410 > 5 €d. / LN positive 3-year FFS : 68 %
Stage 4 : Metastasis 3-year FFS : 25 %
m@g'g) Group 1 : Complete resection (Aauss 0.5 €N.) 3-year FFS : 83 %
Group 2 : Microscopic residual (2A) vi3a LN positive (2B) 3-year FFS : 86 %
Group 3 : Gross residual 3-year FFS : 73 %
Group 4 : Metastasis 3-year FFS : 25 %
A\gg(& < 10 vyears 3-year FFS : 90 %
210 years 3-year FFS : 63 %

A1ga  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



M15199 4 : s1aaztRanAusIasnE TaaSauLiauainanwiag 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 41.4-504 36 - 50.4 36-504
Margin muscle 5¢cm 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 3 13

Int risk 6 6 6 9 12 4

High risk 6 6 6 18.5 15 20

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

CSF' = Positive CSF cytology
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Dose Group 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

Angia  Boost = Boost GTV + 0.5 cm margin

FS = Favorable sites



