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Background: Despite the fact that rare cancer is a new target of cancer control in Japan, the incidence of

rare cancers is unknown and there is no generally accepted definition of rare cancers in this country.

With the aim of calculating incidences of rare cancers in Japan, we therefore adopted a definition and

classification of rare cancers that had been published in the European Union (EU) in 2011.

Methods: Using incidence data between 1998 and 2007 submitted by 12 of population based cancer

registries in Japan that met our quality criteria and drawing on the EU definition (incidence <6 per

100,000 per year), we estimated the incidences of 845 combinations of tumor sites and histological

groups and thus identified the cancers that are rare in Japan.

Results: Afteri i f tumor sites and groups that fit our criteria for

rare cancers, we estimated their incidence to be about 75 per 100,000, which corresponds to about

94,800 new diagnoses in 2012 or approximately 15% of all cancer diagnoses. The categorization of rare

and common cancers was almost the same in Japan as in EU.

Conclusions: The present study provides an indication of the size of the rare cancer burden in Japan and

epidemiological information to explore this. We are expecting further discussion based on our results

with stakeholders in order to construct a Japanese definition of rare cancers.

© 2014 The Authors. Published by Elsevier Ltd. This is an open access article under the CC BY-NC-ND
license (http://creativecommons.org/licenses/by-nc-nd/3.0/).
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Head and Neck Cancer ——— 9527 Cases

Histological Distribution by Primary Site

Head and Neck Cancer

9527 Cases

Sequence of Treatment Methods for the Primary Lesion by Primary Site

Al BENBGE (5EaR A (F7EL)

1) (2) 3) (4) 5) &) (8)
o Naml Maxl Major
Hisologio type Ol g oymy Hopo O Naso o0 0 livary| Toad
cavity pharyes pharyes phamns Cony 1 esliven
e el 1 26 %
Adencarcinoms, NOS 9 1 6
Adecidiopatio o 16 3 | 1
Adencsquamous ca. 9
Basal cell adenocarcinoma 1
Basal cell ca, NOS 4
Basaloid S.C.C 18
Ca. expleomorphic adenoma 58
Ca,NOS 8
Ca. undiff, NOS 7
Carcinoid tumor, NOS 3
Carcinosarcoma, NOS 10

Chondrosarcoma, NOS

Clear cell ca, NOS

Cysticadenccarcinoma

Epithelial myoepithelial ca

Ewing sa

Fibrosarcoma, NOS

Glomangiopericytoma

Hemangiopericytoma®

Hemangiosarcoma

Large cell ca, NOS

Leiomyosarcoms, NOS

Liposarcoma, NOS

Low-grade cribriform
cystadenocarcinoma

Lymphoepithelial ca

Malig. fibrous histiocytoma®

Malig. lympkoma, NOS

Mali. melanoms, NOS

Mammary snalogue secretary ca

B OO OMHONOONO Ok NOBNOCO © CHONOO®WS OO O MO O kW tam i)
oo BRI E 0B oN OO0 COWOCCORWONOONOR © COOCOOOO0COUNHWOR OO OWN KO
c0on B 120 dUoNOOROC00C0ONEOROOROR © ROOOOOOROOOROOOR Ok MO MO
wouz‘,%u-;‘,{’jw%womo»—-ouowooooouo;‘,ouaom © COOCOORHONMOOO WO RGO MG k-

Hoowroooooorooo0o000ONORROY © HnOOOOOOOOOROOORonocoom a0

moHMlo m OmmROoCOCOROROWOWEBommm

HeuomomorooPowornodioo © cvowkkroooRBORBBBO OO
O WOHHOHOOHORHHOWOBUHO © CHOCOOOOOOOONOWAHO H OO 5wk

B8 RuE » voRkeRROLERE©

Mucoepidermoid ca. 5
Myoepithelial ca 13 7
Neoplasm, malig. 7 2
Neurcendrerine ca., NOS 0 5
Olfactory neurohlastoma 0 7
Oncocytic ca 2 2
Osteosazcoma, NOS 0 3
Papillary adenocarcinoma 0 1
Papillary S.C.C 0 6
Plasmacytoma, NOS 0 5
Polymorphous low grade adenocarcinoms| 5 2
Rhabdomyosarcoma, NOS 0 9
Salivary duct ca & 88
Sebaceous ca 0 1
Small cell ca., NOS 1 %
Solitary fibrous tumor®, malig 1 0 1
Spindle cell e, NOS 2 0 %
S.C.C.insita, NOS 2 0 0 281
5.C.C. in situ with quest. stromal invasion 1 0 0 0 15
S.C.C. kerst, NOS 148 4 2 1 343
S.C.C. lage cell, nonkerat 3 3 4 0 48
$.C.C. microinvasive 16 0 0 0 0 48
S.C.C. NOS 1878 1935 1865 163 125 231 59 | 7561
S.C.C., small cell, nomkerat 8 9 2 1 0 39
S.C.C. spindle cell 2 0 0 1 0 6
Transitionl cell ca., NOS 1 0 2 0 0 3
Verracous ca., NOS 27 0 1 0 0 36
otal 2285 2174 2069 1530 287 338 315 529 | 9521

Nazal cavity, ete.’ nasal cavity and paranasal sinuses (excluding the maillary sinus)

NOS: not otherwise specified.
undiff - undifferentiated.
nonkerat - nonkeratinizing

*: Solitary fibrous

5.C.C. squamous cell carcinoma.
quest.: questionable

ca., Ca.: carcinoma.
malig. Malig.: malignant
kerat keratinaizing
U

&N} (2) 3 (4) (5) (6) (€2) (8)
g ~ 2 Bl Nasal 1. Major
Sequence of treatment methods Cg‘l;al Larynx ;1;;:; . h?;;m i\::;x cavity, Mz.mn].]a“sn calivary Total
ty phary P phary etc. glands
No treatment 42 30 54 43 8 9 7 8 201
A)  Surg. alone 1419 552 582 345 5 60 33 206 3202
P (Rad +Chem.) 52 441 482 431 131 40 9 7 1679
B) Rad. alone 68 705 176 124 30 50 23 16 1192
AB) Surg.>Rad 103 55 58 70 3 42 19 124 474
CF) Chem.->(Rad.+Chem.) 13 28 155 122 23 10 8 1 360
AF) Surg.->(Rad.+Chem.) 920 39 92 62 1 11 14 35 344
C) Chem. alone 28 13 58 40 6 16 11 14 186
CA) Chem ->Surg. 59 15 45 22 0 1 5 3 150
FA) (Rad+Chem.)->Surg. 20 10 37 15 i 4 21 1 89
AC) Surg.->Chem. 40 7 37 6 1 8 2 4 85
CAF) Chem ->Surg.~>(Rad.+Chem.) 20 6 30 13 0 2 4 1 76
CAB) Chem ->Surg.->Rad. 22 5 26 12 0 2 5 1 73
CB) Chem.~>Rad 1 6 24 26 2 8 2 2 71
FC) (Rad+Chem)->Chem. 1 6 14 8 20 11 4 1 65
CFC) Chem ->(Rad +Chem.)->Chem. 2 1 14 3 4 4 0 0 28
D) (Surg.+Rad) 7 1 6 3 1 0 2 3 23
G) Surg.+HRad +Chem.) 5 4 6 1 0 Al al 3 21
BC) Rad->Chem 2 6
ABC) Surg.->Rad ->Chem. 6 0 . . . .
E)  (Surg+Chem) 10 3 Sequence of Treatment Methods for the Primary Lesion by T Classification
AFC) Surg.->(Rad.+Chem )->Chem. 6 1
A Si ->Surg. 8 1
3_3 R:Tig'>5u‘:ig 3 6 Sequence of treatment methods TO Tis T T2 T3 T4 X b2 Total
CCF) Chem.->Chem.->(Rad.+Chem.) 0 4 =
CAC) Chem ->Surg ->Chem. 5 1 No treatment g § 0 8 8 6 5 1 3
Others 29 13 B) Rad. alone 0 21 467 161 36 8 1 11
Unknown 231 215 A Surg. alone 2 51 157 60 153 104 13 12
Joeal 2285 1T F)  (Rad.+Chem) 0 1 54 242 123 18 1 2
Nasal cavity, etc. : nasal cavity and paranasal sinuses (ex AB) Surg.->Rad. 0 1 20 12 12 9 1 0 55
Surg.: surgery. " - P « = Q
Treatment methods in parentheses were given concurrent AF) Surg.->(Rad.+Chem.) 0 0 3 12 2 18 0 1 39
CF) Chem.->(Rad.+Chem.) 0 0 1 8 17 1 0 1 28
CA) Chem.->Surg. 0 0 0 2 7 6 0 0 15
(0] Chem.alone 0 0 4 1 7 0 0 1 13
FA) (Rad.+Chem.)->Surg. 0 0 0 5 5 0 0 0 10
AC) Surg.->Chem. 0 0 2 0 3 2 0 0 7
FCO) (Rad.+Chem.)->Chem 0 0 0 1 0 1 0 0 2
Others 0 0 5 16 24 15 0 2 62
Unknown 3 3 19 7 15 9 0 161 215
Total 4 77 740 535 413 196 1l 192 2174
T-: without reported T classification.
Rad.: radiotherapy. Surg.: surgery. Chem.: chemotherapy.

Treatment methods in parentheses were given concurrently

http://www.jshnc.umin.ne.jp/pdf/2015syourei_houkoku_1027.pdf
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