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R=rare | Tjer |Tumour Topography [Morphology code
1 TESTICULAR AND PARATESTICULAR CANCERS CB2, C63.0, CB3.1, 8000, 8001.8010,8011, 8120, 8123, §140-3141, 8147,
CB3.8 8190 8210-8211. 8221 G231 8255 85260 §261-8263
R 2 Paratesticular adenocarcinoma with variants CEB3.0, CE3.1 8120, 8123, 8140-8141, 8147, 8190, 8200, 8210-8211,
3 Endometrioid adenocarcinoma, NOS CE3.0, CE3.1 8380
3 Clear cell adenocarcinoma. NOS CB3.0, CB3.1 8310
3 Serous cy
3 Mucinous
3 Collecting orphology code
3 Transition:
R 2 HNon seminom L9065, 9070-9072
3 Mixed gen
3 Teratocarc ><_ J\ N VaxXay E
e 198D EIGDHF DDA (FE2E)
3 Embryona s
3 Yolk sac t
3 Chariocarc
R 2 Seminomatou
3 Seminoms:
K 2 Spermatocytic
K 2 Teratoma with sy ueroms e e e
R 2 Testicular sex cord cancer CB2 d630-6640, 8650, 5530-8592
1 EPITHELIAL TUMOURS OF PENIS Ce0 g000-8001, 8010-8011, 8020-8022, 8050-3084, 8030,
R 2 Squamous cell carcinoma with variants of penis 60 a020-6022, 8050-8084, 8123
3 Sguamous carcinoma B0 a0v0
3 Werrocous carcinoma 60 a051
3 Sguamous cell carcinoma, sarcomatoid el a074
3 Adenosguamous carcinoma el B560
3 Basaloid carcinoma B0 8123
R 2 Adenocarcinoma with variants of penis Ce0 8140-8141, 8147, 8190, 8200-8201, 8210-8211, 8230-
8231, 8255-8263, 8310, 8323, 8440, 8430-5490, 8504,
3 Extramammary Paget's disease Ce0 8542
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£ B2 HYA (epithelial) 13 3= T B9 (epithelial) TIE7EL

Tier |(Tumour Topography code |Morphology code
1 EPITHELIAL TUMOURS OF NASAL CAVITY AND SINUSES C30.0, C31 8000, 8001, 8004, 8010, 8011, 8020-8022, 8032,
DR QR O oRTe QT e g DD o444 L I o |
1 EPITHELIAL TUMOURS OF OESOPHAGUS C15 8000-8001, 8004, 8010-8011, 8020-8022, 8032,
SNEN BNTE 8nN7e ang> angd 4940 8444 4479
1 EPITHELIAL TUMOUR OF TRACHEA C33 8000-8001, 8004, 8010-8011, 8044, 8020-8022,
2N3-q N3y SnEfn BAFE SnFa Sanes anod 994940
1 EPITHELIAL TUMOURS OF CORPUS UTERI C54 8000, 8001, 8010, 8011, 8070-8078, 8082-68084,
1 EPITELIAL TUMOURS OF PROSTATE C61, Ce37 8000-8001, 8020-8022, 8032, 8050, 8070-8072,
1 EPITELIAL TUMOURS OF KIDNEY Cb4 g000-8001, 8010-8011, 8020, 8022, 8030-8035,
1 EPITHELIAL TUMOURS OF EYE AND ADNEXA C69 8000-5001, 8010-8011, 8020, 8050-8084, 8090,
1 EMBRYONAL NEOPLASMS all cancers sites, 8960, 8970-8973, 9490, 9500, 9510-9514
1 EXTRAGONADAL GERM CELL TUMOURS all cancers sites 9060-9072, 9080-9085, 9101, and 9100 if not in
1 SOFT TISSUE SARCOMA all cancers sites BEDD—E'EIEE_ 8940, 8950-8959, 5963-5964, 8990-

onrmemet AN O ™44 G

o0 an) afndd G430 G422 a4En Q970 a4 90

NEUROENDOCRINE TUMOURS

all cancer sites
ovwroest 34

8013, 8041-8045, 8150-8157, 8240-8247, 8249,
RINE RIATF SEAN

GLIAL TUMOURS OF CENTRAL NERVOUS SYSTEM (CNS)

Cc71, Cr2.0, C72.8-

e i O i

9380-9384, 9391-94860

NON GLIAL TUMOURS OF CN5 AND PINEAL GLAND

C71, Cr2.0, C75.3

9362, 9390, 9470-89474, 9490, 9500-9505, 9508

MALIGHNANT MENINGIOMAS

C7o

9530, 9538-9535

LYMPHOID DISEASES

9590, 9591, 9596, 9650-9655, 9659, 9661-9667,

i I ol i N 0 1 ool | OEFD OIEFs OEa O Osod SeoTF

ACUTE MYELOID LEUKEMIA AND RELATED PRECURSOR
NEOPLASMS

9805, 9540, 9860-3861, 9866-3867, 9870-9874,
9891, 9595-9897, 9910, 9920, 9930-9931. 9984

MYELOPROLIFERATIVE NEOPLASMS

9740-9742, 9863, 9875, 9950, 9960-9964

11
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Rationale
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The attached docurment prowvides a definition of rare cancers and explains the criteria used for defining
the cancer entities shown in the list,

FRationale and Questions for Consensus - download PDF L

Please download the file abowve and then send us an email with vour comments,

L N e

Send us an email with your comments .I_""’»

o

List of Rare Cancers

This is the list of tumour entities from which rare turmours are identified as those with incidence less than
6 per 100,000 persans f year. The list presents the number of cases reported by European cancer
registries during the period 1995-2Z00Z2 and the corresponding incidence rates, Both figures are derived
from the data of 70 population-based cancer registries adhering to the RARECARE project.

List of Rare Cancers - download PODF 259

Please download the file abowve and then send us an email with vour comments,
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Fondazione IRCCS, Istituto
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R Capocaccia MSc, L Botta M5
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Burden and centralised treatment in Europe of rare tumours:
results of RARECAREnet—a population-based study

Gemma Gatta, Riccardo Capocaccia, Laura Botta, Sandra Mallone, Roberta De Angelis, Eva Ardanaz, Hamy Comber, Nadya Dimitrova,
Maarit K Leinonen, Sabine Siesling, Jan M van der Zwan, Liesbet Van Eycken, Otto Visser, Maja P Zakelj, Lesley A Anderson, Francesca Bella,
Kaire Innes, Renée Otter, Charles A Stiller, Annalisa Trama, forthe RARECAREnet working growp™

Summary

Background Rare cancers pose challenges for diagnosis, treatments, and dlinical decision making. Information about rare
cancers is scant. The RARECARE project defined rare cancers as those with an annual incidence of less than six per
100000 people in European Union (EU). We updated the estimates of the burden of rare cancers in Europe, their time
trends in incidence and survival, and provide information about centralisation of treatments in seven European countries.

Methods We analysed data from 94 cancer registries for more than 2 million rare cancer diagnoses, to estimate
European incidence and survival in 200007 and the corresponding time trends during 1995-2007. Incidence was
calculated as the number of new cases divided by the corresponding total person-years in the population. 5-year
relative survival was calculated by the Ederer-2 method. Seven registries (Belgium, Bulgaria, Finland, Ireland, the
Netherlands, Slovenia, and the Navarra region in Spain) provided additional data for hospitals treating about
220000 cases diagnosed in 2000-07. We also calculated hospital volume admission as the number of treatments
provided by each hospital rare cancer group sharing the same referral pattern.

Findings Rare cancers accounted for 24% of all cancers diagnosed in the EU during 2000-07. The overall incidence
rose annually by 0.5% (99.8% CI 0-3-0- 8). 5-vear relative survival for all rare cancers was 48 . 5% (95% CI1 48. 4 t0 48. 6),
compared with 63-49% (95% CI 63-3 to 63- 4) for all common cancers. 5-year relative survival increased (overall 2.9%,
952 CI2-7 to 3-2), from 1999-2001 to 2007-09, and for most rare cancers, with the largest increases for haematological
tumours and sarcomas. The amount of centralisation of rare cancer treatment varied widely between cancers and
between countries. The Netherlands and Slovenia had the highest treatment volumes.

Interpretation Our study benefits from the largest pool of population-based registries to estimate incidence and
survival of about 200 rare cancers. Incidence trends can be explained by changes in known risk factors, improved
diagnosis, and registration problems. Survival could be improved by early diagnosis, new treatments, and improved
case management. The centralisation of treatment could be improved in the seven European countries we studied.
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> @ Burden and centralised treatment in Europe of rare tumours:
~ results of RARECAREnet—a population-based study

*Popilstan v o of sh providiog 7% o treatments (H15], mean anrml rmbsr of reatme  ireal) prosded by H7S hongalah, by country and cancer qrog
Belgivm {10.5*} Bulgaria (7-7*) Finland {G.3*) Ireland (4-2*} Nethedands (16.3*)
Cages H75 Treat Cases HFS Treat Cases H7S Treat Cases H7S Treat Cases HF5 Treat

Head and nack 008 20 1056 1180 10 1451 439 6 B22 268 r 63-0 2439 1@ 2014
Epithelial cvary 760 50 15-5 627 16 523 70 10 445 261 15 1-0 1118 47 302
Oesophagus 689 31 293 7714 5-2 163 B -6 89 ] EXD 1427 11 4320
CMS 623 20 48-4 412 13 417 57 4 191 229 3 1063 912 14 840
Soft tissue sarcoma So0 35 16-6 iR n 18-4 165 7 56 15 17 10-6 BOZ 33 26-4
Thyroid 56 34 14-2 220 12 20-4 286 12 22.8 =5 11 g6 418 31 F1
Testis 244 40 B-4 180 19 12-4 101 9 143 144 1 15-6 609 42 18-4
Biliary tract 214 B 49 183 23 65 47 13 113 122 14 77 58z 38 12-2
Gastroenteric-pancreatic 287 46 56 0 21 13 148 13 93 61 20 27 355 44 69
neuncendocrine burnouwr

Liver 250 22 11-0 17 12 76 165 11 12.8 BE 1 4-6 26 36 5-2
Urinary tract 292 48 67 67 17 41 48 12 3-9 24 10 23 419 46 77
Mesothelioma 184 25 87 34 10 37 64 9 €8 5 11 20 481 43 08
Vagina 72 35 58 120 9 140 7O 5 148 40 9 47 296 14 218
Bone sarcoma 81 10 10-2 55 13 4-6 28 3 96 30 7 5.2 155 & 433
Anal canal o5 27 53 iz 12 41 24 7 4 30 9 4-4 135 22 72
Melanoma of uwea 43 2 219 v 7 27 [ 1 55 29 4 57 156 2 202
Penis a3 43 1-4 39 17 2-4 21 10 21 20 15 1-2 109 26 £
Small intestine 62 a7 19 15 13 11 26 13 21 Iy 20 13 120 38 2.6
Meuroendocring 46 32 19 1 3 04 a 15 18 0-8 7 37 23
carcinoma of skin

Mon-epithelial ovary 20 15 13 43 17 32 B 9 11 B 15 06 3z 24 1-4
Endocrine carcinoma of 31 22 14 10 ] 12 B 8 12 5 1o 0-5 32 13 27
thyroid

Thymus 2 0 1-4 7 8 13 4 5 11 5 5 13 36 15 8
Nephroblastoma 18 4 74 B 3 28 B 3 47 7 1 13-4 30 4 16-9
Melanoma of mucosa 14 24 o8 2 5 -8 10 7 17 6 11 06 34 13 30
Adrenal oot 13 14 11 13 10 13 ] 7 (18] 5 11 0-4 25 15 15
Embryonal CNS 21 g 42 14 g 25 & 3 31 3 3 6-3 o
Meuroblastoma 15 4 57 8 &5 17 1 1 21 r 2 5-4 12 4 B-2
Retinoblastoma 10 1 140 3 5 05 3 2 1.5 3 2 1-8 22 1 307
Trachea 10 18 09 5 4 11 4 5 089 2 4 0-4 1 1 11
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The burden of rare cancer in Japan: Application of the
RARECARE definition

Tomoko Tamaki®!*, Yiqgi Dong?, Yuko Ohno ?, Tomotaka Sobue®,
Hiroshi Nishimoto ©, Akiko Shibata“

* Deparoment of Mathematical Health Science, Graduate School of Medicine, Osaka University, 1-7 Yamadaoka, Suita 565-0871, Osaka, Japan
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— RN AEFR VPN ADE (EUERR)

Entitie of tumor Incidence Incidence
rate per rate per
100,000 100,000
in Japan in EU27
Common in Japan and Rare in EU27
Squamous cell carcinoma with variants 10.58 3.40
of oesophagus
Hepatocellular carcinoma of Liver and IBT 23.66 3.09
Adenocarcinoma with variants of 7.5 2.62
gallbladder and EBT
Carcinomas of thyroid gland 8.16 3.65
Rare in Japan and Common in EU27
Invasive lobular carcinoma of breast 1.05 7.18
Adenocarcinoma with variants of corpus uteri 498 9.53
Malignant skin melanoma 0.93 12.41
Basal cell carcinoma of skin 3.34 32.05

Squamous cell carcinoma with variants of skin 2.87 16.39




Rare or common Summary sites Crude incidence per Incidence distribution Estimated incidence

]

(Stmn-cm)

DM HAPSS e FR

Ik

\Y
4

H

100,000 per year (%) cases in Japan per year
Japan EU27 Japan EU27
’€ = Rare Digestive tract 6.7 17.5 3 15 8,414
— Common Digestive tract 1935 753 77 67 250,012
| Other Digestive tract MA MA 20 18 NA
= All Digestive tract 2593 113.7 100 100 326,556
TN pare Respiratory tract 6.9 136 10 21 8,729
,—'7 Common Respiratory tract 453 31.5 63 49 57,109
P i d Other Respiratory tract MNA MNA 27 30 NA
All Respiratory tract 72.0 63.9 100 100 90,714
N Rare Skin 82 1.5 100 2 10,301
Common Skin 0.0 G60.8 o 96 o
Other Skin NA NA ) 2 NA
All Skin B2 63.2 100 100 10,303
Rare Breast 5.1 4.4 14 7 B,404
K Common Breast 24.0 47.5 65 74 34427
Other Breast NA NA 13 19 NA
U All Breast 37.0 64.1 100 100 46,647
>4 Rare Female genital tract 16.5 16.1 86 55 20,792
? — Common Female genital ract 0.0 9.5 o 32 0
j Other Female genital ract MNA MNA 14 13 NA
All Female genital tract 19.3 295 100 100 24303
/ J N Rare Male genital tract 12 44 3 8 1,496
/ Common Male genital tract 30.3 40.6 85 78 38,122
N Other Male genital tract NA MA 12 14 NA
b \ All Male genital tract 35.8 519 100 100 45,064
Rare Urinary system 35 26 13 8 4,446
Common Urinary system 17.8 258 Ga 78 22433
Other Urinary system NA NA 19 14 MA
All Urinary system 26.2 33.0 100 100 32,988
& Rare Haematopoietic system 11.0 159 40 72 13,855
Common Haematopoietic system 12.0 4.8 43 22 15,132
Other Haematopoietic system MNA MNA 17 G MNA
— All Haematopoietic system 278 220 100 100 34,978
Rare All sites 75.2 108.3 15 22 94,768
Common All sites 3361 2974 65 59 423 298
Other All sites MA MNA 20 19 NA
All All sites 5139 502.1 100 100 647
35
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Obijective. Rars cancers have bean traditionafly underitdbed, reduting the
piagress of research and hindenng decsions for patients, physicians, and
policy maken. We svaluated the descriptive spidemislogy of rare cancérs
using a large, repretentative, population-bated dataset from cancer egistries
i the United Hates

Wethads. We analyzed more than § million adult cancers diagnosed from 1995
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Rare in Europe and common in S&o Paulo-Brasil Europe S40 Paulo
Crude Inc rate Crude Inc rate

Squamous cell carcinoma with variants of larynx 4.61 6.05

Squamous cell carcinoma with variants of oral cavit 3.51 6.25

Sguamous ¢

Carcinoma o

Common in

Adenocarcin =5 0)21%(’”‘//\#': 7_“\)1/)

Invasive lobu

Adenocarcinoma with variants of corpus uteri 9.93 4.75
Renal cell carcinoma with variants 10.08 4.23
Other non Hodgkin, Mature B cell lymphoma 6.37 1.86
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RAR E CARE
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i DESCRIPTION i FACULTY & INFORMATION s PROGRAMME i SLIDES

ES0-ESMO-RCE Clinical Update on Rare Adult Solid Cancers
25/11/2016 - 27/11/2016, Milan, Ttaly

Chairs: P.G. Casali, IT - R.A. Stahel, CH

Rare cancers make up as many as one fifth of all new cancar cases. Amongst them, pediatric cancers and rare hematalogic
neaplasms ara oftan covered by dedicated educational avents, while adult solid rare cancars are hardly grouped together and
approached as 2 collective group of neaplasms. Indeed, thay account for as many as 13% of all new cancer cases, thus being the
main group within rare cancers, This Course is aimed at dealing with them on an annual basis, to provide the community of clinical
oncologists specialising in these tumars with a reqular update of racent advances in this spacific area. The ultimate goal is to
strangthen the educational coverage of 2 group of cancers which may be neglacted in spits of thair collective incidenca,

According to the RARECARE project, which provided a definition and 2 list of rare cancers, rare adult solid cancers includa the
fallowing big families of tumars, each of them being therafors caverad by 2 corraspondingeducational session within this Course:

ESO-ESMO-RCE Clinical Update on Rare B CEECE
Adult Solid Cancers 2017

RARE ADULT SOLID CANCERS

2-4 December 2017
M‘“ﬂn, ||.|1.l:|-'

Milan, ltaly - 02 Dec - 04 Dec 2007

Rare cancers make up a5 many as cne fifth of all new cancer cases. Pasdiatric cancers and rare
hasmatclogical neoplasms afe oftén coversd by dedicated sducational events while rane adult
solid cancers ane hardly grouped together as a collective group of neoplasms.

Thes ESO-ESMO-RCE jonl évent i amed al déaling wilh |ém on an annual bass, o provide the
comeniunily of clinical onocagsts speciaksng in hese lumoles wilh a regular update ol recent advanoes
in this specific area, The ulimate goal 5 1o strengthen the educational coverage of 3 group of Cancess

which may be neglecied in spibe of Sheir collective ncidence 43
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Show your support and si
{"‘:. “ ,[_ A .-,1_-,..:- .-":"'. e ,.,1, F'"-' o T e
_all 1o Action Against Rare Cancers:

Rare Cancers Europe = a joint mdlative based an a .'."‘i.-il""r_:l"."'\-rlll:' neneEsn www-rarecancersetlrﬂpe.nrg

tha Eurcpaan Society for Medical Oncalogy [ESMU,, the Burcgean Oegan
satkon for Rare Diseases (EURORDIS), the Buropesn Cancer Patient Coaltion
(EGPC), the Europsan Crgamsaton for Ra -h and Treatment of Cancer
EOETCY Contearst, BurnBaMaT, the World Sarcama Nebdaork O0ER the
Association of Eurcpean Cancer Leagues (ECL), the Chronic Myeloid Leuka-
arriid Support Group, tha nternational Brain Turmour Alllance {BTA), Orphanat,
the Chronks Myalcld Leukasmia Achaongtes Memwoek; the Sxcoma Fatlents

Eurciet Asscciation (SPAEN), GIST Suppoet LK & PAWE-GEST, Cancer 52,
the Imternational Kidray Cancer Coalition 8KCG), tha Chordoma Foundation,
ihe Fondarzione IRCCS |sttuto Mazonale daei Tumon, the Eurppsan institute of

Orrcalodgy (IECH, the Burdpaan Socily for Pasdiatric Oncology (5H0P Eunops),

the Eurcoean: Society of Swegical Oncology (E550), the Graoo Espanal oe
Tumores Hsrfanos 8 infrecuentes {GETHI, the Eurcpean Schiool of Oncology
[ESC), tha Elwopean Oncology: Nursing Soclety (EOME], ecancer, the Eung

=an Saciety of Pathology (ES9 the Buropean. Middle Easteen and Afican
pean Society of Fathology (ESF), the Buropean, Middls Eastern’ and Africar

Sotsly for Bicpreservation snd Bicbanking (ESE), Nowvartis Oncology (il

ANg sponser - and NouUsiry Danner), Fizer Iﬂ-:’.-.'.:'lim.';l‘,' |||'!-'Jl|.='.lf‘:,- periner], &no

Sarofi {industry parinarn. The campaign s maoregyss supponied by sddiions Mﬂ]"ﬁ" Commaon thﬂn '_'y’ﬂu t|"|||'"| h[
oonorate supporters, nchuding Amgen isher Incstry uoporter) and Takeca

Frammaceuticsls Europe (silver indusing supporiss).
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プレゼンター
プレゼンテーションのノート
Abbiamo sempre detto 19 ma solo perché pancare è in Olanda ma, non sono dei veri rappresentanti olandesi….
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A European

.- e Reference

o' Networks

ERN BOND

ERN CRANIO

Endo-ERN

ERN EpiCARE
ERKMet
ERN-RND
ERNICA

ERMN LUNG

ERM Skin

ERN EURACAN
ERN EuroBloodNet
ERNMN elIROGEN
ERN EURO-NMD
ERMN EYE

ERMN GENTURIS

ERN GUARD-
HEART

ERN ITHACA

MetabERM

ERMN PaedCan

ERN RARE-LIVER

ERN ReCONNET

ERN RITA

ERN TRANSPLANT-
CHILD

WASCERN

Evropean Reference Metwork on bone disorders

European Reference Network on craniofacial anomalies and ear, nose and throat (ENT}
disorders

European Reference NMetwork on endocrine conditions

European Reference Network on epilepsies

European Reference Metwork on Kidney diseases

European Reference Network on neurclogical disease

European Reference Network on inherited and congenital anomalies
European Reference Nebwork on respiratory diseases

European Reference Metwork on skin disorders

Evropean Reference Medtwork on adult cancers (solid lumours)
European Reference Network on haematological diseases
Euvropean Reference Metwork on urogenital diseases and conditions
European Reference Network on neuromuscular diseases
European Reference Metwork on aye diseases

European Reference Metwork on genetic tumour risk syndromes
Evuropean Reference Network on diseases of the hear

European Reference Metwork on congenital malformations and rare intellectual
disability

European Reference Metwork an hereditary metabolic disorders

European Reference Metwork on paediatric cancer (haemato-oncology)

European Reference Network on hepalological diseases

European Reference Metwork on connective tissue and musculoskeletal diseases

Eurcpean Reference Network on immunodeficiency, autoinflammaltory and autoimmune
diseases

Evuropean Reference Network on Transplantation in Children

European Raference Network on Rare Multisysiemic Vascular Diseases
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