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‘| dati epidemiologici contenuti nel volume colmano un vuoto importante
nelle nostre conoscenze ed evidenziano problemi specifici che spingono
a una riorganizzazione del sistema sanitario in questo settore....”

Prof. Carmine Pinto, presidente nazionale AIOM.



Tumorl rari

Incidenza (numero di nuovi casi)/anno < 6/100,000

ICD-O morfologie e topografie per definire entita rilevanti

clinicamente , ,
198 tumori rart

Fonte: Gatta et al. rare cancers are not so rare: The rare cancer burden in
Europe. EJC 2011;47: 2493-2511 www.rarecarenet.eu
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L'esempio dei tumori della cavita toracica
INCIDENCE
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Gruppi di tumori rari nella monografia

RTUM

MAIIE GROUFS

AARE TUMOUES

Epsheiizl tumouss of head and neck

Epihelial tumours of nasal cavity and snuses, nasopharyna, hypophanm and larme; ceophanyma,
cral Cavity and Bp, middle ezr, maor salvasy giands and saivany gland type fumours

Turmoiaes of the eye

Epthelial tumours of eye and adnexs, malignant melanoma of uvea

Rare epithelial tumours
of the digestive system
and mesothelioma of pesttonewn

Rare epithelial tumours of stomach, oolon, rectumn, pancreas, epiihelal tumows of oesophagus,
small Intesting, anad canal, Iver and intrahepatic bile tract. galfbladder, and extrahepatic bikary fract,
and mesothefioma of pemoneum

Rare aptthelial tumours of the thoraoc cavity
ard mesothelioma of peeura and pericardien

Epithelial tumours of trachea, thymus, rare epithelal tumours lung, and mesothetoma of plews
and pericardum

Rare tumours of the female genial syuiem

Rare epetheltal tumouwrs of breest, and corpus utest, epsthelial tumoars of cerix uied, ovary and fallopean tubs,

yihva and wagina, trophablastic tumoars of placenta, non epitheltsl tumours of ovary and eptthelial fumours
of maes breas

Rare aptthelial tumours of the udnany sysam

Epthelial tumowrs of renal pehvis and ureter, and wethss; rare eplthelial tumours of kidney and bladder

Rare turnowrs of the male genftal system

Epithelial tumours of penis, testasas and paratestioular cancers, extragonadal germ ceds tumous,
rare apitheiial humowrs of prostate, and mesothelioma of tunica vaginals

Rare sion furnows and malignant melanoma
aof muoosa (efracutaneanys melanoma)

Rare skin fumowrs (adnexal carcinoma of sion} and maignant metanoms of mucosa
(ewfracutanecs maEnoma)

Embrycnal tumours

Meurchilastoma and ganglicneusoblastoma, nepheoblastoma, retinobiasioma, hepatoblastoma,
pleuropulmonary blastoma, panoeaioblastoma, offaciosy neurchlastoma, odonlogenc malignant tumows

SIDmE

Soft tesue saecomas, bone saromas, gastrointestinal stromal tumoars, Kapos sarcoma

haunoendnoing tumours

Neurcendooring turmours of king, gastroertesopancreatss tract, skin, thyeoed, of othear sthes,
pheochromocyioma, paraganglioma

Turmcies of the Central Nenrous System (CNS)

Cenfral Nervaus Systam tumours and embryonal femours of CNS

Tumaowes of the endocring organs

Carcmoma of phuttay giand, parathyrold giand, and adrenal cortex

Rare haematologica! diseases

Rare iymphoad deesses, acute ok ledicamia and related precustsor neaplizams, mysioprofiferative
gﬁl&iﬂ'ﬁ. P!.uzl:ﬂ'ﬁﬂ:lsth: synorome and myelodysplasticmyeloproliferative fseasss, hystiooptc and
ritic cell neoqlasmes
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Materiall e metod

Incidenza grezza in Italia overall, per sesso ed eta nel
periodo 2000-2010

— pool di 39 registri AIRTUM, tenendo conto degli
anni disponibili per ciascun registro

Sopravvivenza relativa ad 1 ed a 5 anni verra
effettuata con I'approccio ‘completo’, usando il metodo
Ederer I

— pool di 37 registri AIRTUM che soddisfano i
seguenti requisiti:
« dispongono di casi incidenti registrati tra il
2000 ed il 2008

 hanno un aggiornamento dello stato in vita
di tutti i casi incidenti al 31/12/2009

Prevalenza osservata (data di riferimento 1 gennaio
2007) scomposta per durata

— pool dei 11 registri AIRTUM che dispongono di
casi incidenti nel periodo 1992-2006

Prevalenza completa (data di riferimento 1 gennaio
2007) calcolata applicando gli indici di completezza
prodotti per ciascun tumore raro nell’ambito dei
progetti europei RARECARE e RARECARERet alla
prevalenza a durata massima osservata.

MACROAREA AVAILABLE | INCIDENCE SURVIVAL |PREVALENCE
CANCER REGISTRY/ INCIDENCE (OBS)
GEOGRAPHICAL AREA YEARS
PERIOD OF DIAGNOSIS
2000-2010 2000-2008 1992-2006
follow-up at prevalence date
31+ Dec 2009 | at 1+ Jan 2007
CRs INCLUDED
No. YEARS INCLUDED

MNORTH-WEST
Bergamo 2007-2009 | + (3 yrs) o
Bialla Biella 1995-2009 | + (9 yrs) o

Vercelli 2007-2009 | «+ (3 yrs) g
Brescia 1999-2006 | « (7 yrs) o
Como 2003-2009 | «+ (7 yrs) "4
Cremona 2005-2009 | + (5 yrs) v
Genova 1986-2007 | « (8 yrs) o v
Mantova 1999-2010| « (11 yrs) v
Milano (municipality) 1999-2007 | « (8 yrs) v
Milano 1-2 2007-2008 | + (3 yrs) w
Monza e Brianza 2007-2009 | « (3 yrs) v
Sondrio 1998-2010| + (11 yrs) o
Torino 1985-2010| « (11 yrs) v g e
\arese 1976-2010| + (11 yrs) o "
NORTH-EAST
Alto Adige 1995-2007 | «+ (8 yrs) v
Ferrara 1991-2009 | «+ (10 yrs) v v
Friuli Wenezia Giulia 1995-2002 | « (10 yrs) 4
Modena 1988-2010| « (11 yrs) ' '
Parma 1978-2011| « (11 yrs) v L
Piacenza 2006-2010| + (5 yrs) v
Reggioc Emilia 1996-2010| « (11 yrs) v
Romagna 1986-2009 | + (10 yrs) ' '
Trento 1995-2006| « (7 yrs) '
Veneto 1987-2007 | + (8 yrs) o g
CENTRE
Firenze-Prato 1985-2005 | « (6 yrs)
Latina 1990-2010| « (11 yrs) o v
Umbria 1994-2009 | « (10 yrs) e
SOUTH AND ISLANDS
Barletta 2006-2008| « (3 yrs) "3
Catania-Messina 2003-2008 | « (6 yrs) s
Catanzaro 2003-2007 | «+ (5 yrs) v
Lecce 2003-2007 | « (5 yrs)

s ex ASL 4 1996-2010| « (11 yrs) o

Napoli

ASL 3 Sud 2008-2010| «+ (3 yrs) iy
Muoro 2003-2008| + (6 yrs) o
Palermo 2003-2010| « (8 yrs) o

Ragusa 1981-2009| « (10 yrs) ' d
Ragusa

Caltanissetta 2007-2010| « (4 yrs) 4
Salerno 1996-2002 | « (10 yrs) 4
Sassari 1992-2009 | + (10 yrs) ¥ w
Siracusa 1999-2009 | «+ (10 yrs) I
Taranto 2006-2008| «+ (3 yrs) 4
Trapani 2002-2007 | « (6 yrs) ol
AIRTUM POOL 1976-2010 39 37 11




Guida alla lettura
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RARE EPITHELIAL TUMOURS OF THE THORACIC CAVAY. Crude incidence (rate
[95% CI}, obderved cases and proportion of rare cancers on al{common + sare) cancers by si
new cases at[2015% in Itaky.

|
0,0000ear) and 95% confidence interval
tes with §5% O by‘&a: and age. Estimated
i

y ITALY

P ARTUEM PO (period af disgmosis zl:lm-zn'l!};/' | \
u \ SEX y Atk ? 'i
Y 2 E MALE FEMALE 0-54 yrs 5564 yrs 65+yrs e,
RATE 5% €1 E Eg RATE 95% Cl RATE 95% 0 RATE 5% O RATE 95% | RATE 95% ﬂ\ H“I;A;FS
i
K] / £2 s

RARE EPITHELIAL TUMOURS 542 | 5.33-5.52 B 8.57 | 839874 248 | 2.39-157 | 0.87 | 0.82-0.52 | 10.14 | .77-10.53  18.0& 17.63-18, 3 590

OF THE THORACIC CAVITY & /‘ﬂ
—_—- EPITHELIAL TUMOURS OF TRACHEA 017 | £.150.39 74 M 35% 027 | B24-0.30 0.07 | 0.06-0.09 003 | 02-0.04 033 | 027041 0,55 Q.‘(B‘-ﬂ.ﬁl 13
Siamous cell carcinoma with uariants of rachea 011016 | 003 | 002004 | 001 | 001002 | 016 | 0124022 | 026 0.2103) 53
Adenacareinoma with wariarts of trachea a.01 001002 | =001 {03001 08 | 0054012 jﬁﬁ 0oEd 11 15
Salvary gland type tumoars of trachea oro62 | 001 | 001002 | <001 | 000001 | 002 | 0010044 003 | 002005 B
e RARE EFITHELIAL TUMOURS OF LUNG E 4. 74-4.45 097 | 0.B50.9& 40 | 036-0.03 497 | 4.T71:825 257 | B30-8.85 | 1699
hderosauamaus carcinoma of lung 0.41 | 038044 | 909 066 | 061071 | 018 | 015020 | 006 | 0.050.08 | 076 | 066087 | 139 | 128150 | 268
Large cell carcinoma of ing 184 pe1.78-1.89 4471 313 b, 3.07-3.29 058 | 054042 036 | 023028 35):}/ 331176 6,20 5.97-6.43 1213
Sty bt ed iy s uf Ly 006 | 005007 | 140 009 | woroi1 | oos | 003005 | oo | opeom | 402 | aoserr | ais [ onans |
Sarcematol carcirama of lung 027 | 025029 607 4 U.:‘ﬁl‘-ﬂ.ﬂwﬂ an 009013 ons {!I_Dllrﬂ.gﬁf 056 | 048066 0.a5 0, 76094 177
EPITHELIAL TUMOLURS OF THYMUS 036 | 0.34-9.39 BOA | 87% At ﬂ-.ES-ﬂ.;d-E 032 | 0.28-0.35 018 D.Lﬁfﬂ.lﬂ- 0.73 | O64-0.84 0.75 | 067-0.84 32
Maligriart thymoma 028 | 025030 | 612 031 | 028035 | 024 | oz02r | 05 03017 | 056 | oaross | ose | owos | 175

Note: Note:

L for RARE EPITHELIAL TUMOURS OF LUNG the sum of the observed the absclute numbers reported in these two columns are not directly
cases of tier 2 entities (5,722) is exactly the same as the number of chserved comparable because the ones in the OBSERVED CASES column are
cases of the corresponding tier 1 (5,722) because tier 1 includes only rare actually registered in the area covered by the CRs, while the others are
tier 2 entitizs and exclude common tier 2 entities and NOS morphaologies, estimated cases for the whole italian territory; the former refer to a

period of 11 years, while the latter are cases expected in one year only.
For EPITHELIAL TUMOURS OF TRACHEA the sum (265) of the
observed cases of tier 2 entities is different from the number of cbserved
cases of the corresponding tier 1 (374) because tier 1includes NOS
histotypes. NOS histotypes are never included in tier 2 because tier 2
entities include rare cancers which, by definition, are identified by detailed
morphalogies.



"§35NET J9Y10 WO} SYIEap Jo 1au
pa1e|najed aie pue go0zZ-000Z pouad auy ui

-2fed pEU 3jge uBpDUY| 395

'0107-0007 Ul paniasqo sased

jood WNLKIY 34 Uo paiejfel
sem abejuzniad sip o

‘pojsad 3Wes 3 uj
Anunod 3y u pasoubegp 2ue Loy
{aues+uowwa) Bunj 2w Lo
SINOWING 31 [fe 40 %k Ajuo
wesaidal 07 ul Ay w papadie
SINCAWN] (BlRUHda 218l 6RG°| 3yl

T1dINYXT 04

LIEnE D
[RIBH-UDLLILLGD] SMOWT |2 j0 1IN0
SINOW [epauuds 3Ue o
abeyuaased B ayum au uj

e Jpesou; ;g jo
(BIEI-UDLILIND) SINOWN ||2 40 100
Kuned 30e10UE AL 40 Sinowny
|EijEuuds ael jo sheusaed

patani|ep sesoubeip o1 sayau saunby asay)
Auaez JDeIOW 3yl Jo Jnowny elaylda

alel e o sisoubelp e Buimadal ssyje sieak g

pue | aale ||ns (3+|\) sueley] jo uoiodoid

(dNOYD YOrYIN IHL 40) TYAIAHNS

|

[2A8] [EUO[IEU 3] 1€ SBSED JO
JaqUINU 3y S1ELWUASS 01 SI[IS[IEIS
asn o1 aney am Aym sj yajym

| HIIL

‘sisoubeip aauis awn o ssejpiebal ‘(s1ewnsa
3|qeI2) I5B| 31 40 31EP) OLOFZ Ul 3AIE 24am
oym A3ned JDelol ayl o Jnowny |eiaylids alel e
yum pasoubelp (4+) sueifey] Jo Jaguinu palewins3

(dNOY9 HOMVIN IHL 40) IONTTVAIHL



Divertitevi

EFTHELEAL TIFMOURS OF HEAD AND MEOK
TURADR! EPTELALI DETESTRE COALOD

Comments | ommen .

TUMOERS F THE EYE

il b

T et R e e
mfw' e 3 B i
prevalence | prevalenra L PR N
COTEmEsts { COmme ... AR S IR 1 |

RARE EMTHELLAL TUMDURS
OF THE DHGESTIVE SYSTEM
TURADRI RAR 1T ELIALL DELL AP PARATO TGESTING .

'-:iu:::'l'-mhm

P e

RARE EPITHELEAL TIRSIOAHS
OF THE THFRACC CANITY
TUMOCHA | RAR EPTELIALL DELLA CANTTATDRACECY, . .51

[ T el b S T 1

EEG: &

E .
|

RARE TUMHRS OF THE FEWALE
ERITHL SY5STEM
TURADRT LAR DELDWFRARATC EMEALE RN INAE

a5
[ L N e b o o (. I
sarvival | i e e iR R ]
FEﬂﬂ'I:tFFﬂﬂ.ﬂ'ﬂ'ﬂ i e T Y

Fooamerl o e T

RARE EFITHELLAL TUMODIIRE
OF THE URINAET SYSTEM
TURCHI RAFE FATELIAL DELCAPPARAIO URBGAID ..

itill-!llt-l!l'l‘lﬂ*ﬂ!l Lot AR L Rl R O 0 R P I B
lem p-u'd-u'l.m S L T

commests | commen . P AT L P AR BT Py

RARE TUM{HRS OF THE MALE GEMITAL SY5TEM
TUMDA] BARI DELLAFRRREATC GEMEALE MASTHEE ...

'-:iu:::'l'mhln e

Feui:m:t p'u'd.u'n' A o e e e e

COATHTHESS: | CONTHTIETET .« oottt s

SEom D

ﬂaﬁ%%

RARE SKIN TUMOURS ARD MALFGNARNT

MELANOMA OF MUCOER

FLBORT AR DELLA FELAT-E MELANCRS, BALIGND

prevalesce { prealmnes ..

comments | conmeE e

EMERTIHAL TUMMIES

NELURZERDOCRINE TURIOURE
TUNMOR R UROERDOCEE .. i

incidence / inodenm oo

prevatesce | pewma Ll

commesnts | commer oL

TUMOURS OF THE CENTRAL MERWEFIS 5YSTEM

FLBCRE DT SESTERUA WEERWOS0 CENTRALE

i
%

TIFMOURS OF THE ENDOCRINE OR LANE

TUMORY BEGL] OR{AR ENDCCSING .

incidence ! inodenm

maﬂm.-ﬂ::::::.

prevalence

RARE HEEMATOLOGICAL DISEASES

MALATTIE EMARDLOGICIE BAlE .



Usate | dati e
fatell usare

NEUROENDOCRINE
TUMOURS

RARE EPITHELIAL
s TUMOURS OF THE
THORACIC CAVITY

'HEURDERC-OCRINE TUMOURS L5
R, Wil T Feia e et ety 2m
SO G

GiF el bnchoosg endouis Giom | 200
GER SIS R Y e C T ar

R e eS0T inp-FIiD G =l

e ST % OF RARE EPITHELIAL
e FYECTT INCIDENCE TUMOURS

e e = OUT OF ALL TUMOURS
e e IN EACH SITE

PR am

WA N aopkcbe BEF; g nestarmpanc i e

SURVIVAL

= 1.YERR RELUTVE SLRWIVAL
= 5-VEAR RELATTVE SURWIVAL

RME
R wal IRt ot UnChnieg NCDCTE TS

R wel difctariaiad fnciionng noooi e
5y s s PREVALENCE
P, MOmE encoc - DO CHNTS

Seormermie e oo ol By gland

Moo ccnoms of shin
Typica d sypical o of the g
Seurmercie GeonaTa d oBe din
s e
Fuugnglona

WE: ot eslivarbie bacams: 3507 e Incident conas wirs cbarved | GEP: o

PREVALE

MEUROENDOCRINE TUMOURS Dtsenved paglene SURVIVAL

{Fopoition per 100,00 ad 95% onfidesce mtenal -
95% 1) by duration <7, 2-5, <15 years} priat 1o preva-
kence date (1 lmary 2007), 2nd cmmplete predeam
Estmated prewelent cases in 200y ey,

'REURCERC-DCRIRE TUMGURE

OEF, wel-Shormistes oY sl caceTE SiisaTa
GiF, well horisind Arciaeng ednris mroons
GER, pooy iz erdoorme e s

(GE, oo @e0adine- eR00ine Gisora

MR T Copie o ks g

MELINIDIOTIE (3I000a Of Mo
Tywacaland ahyaral ramnois of W ing

NI (IR0 O D R

Frea i yioe, RIgET

Fapnyom

WE= 30 pafirebin m obeaten pinvalonoy oo caso wann oineves witin

SOWECE: ANTUML MALIAN CARCER FIGURES-REFORT BHIS




1

EPIDEMIOLOGIA
& PREVENZIONE

Rivista dell’Associazione italiana di epidemiologia

AIRTUM Working Group

//Tf77

ITALIAN CANCER AGURES - REPORT 2015

/ THE
\\?“w BURDEN

OF RARE
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I TUMORI IN ITALIA - RAPPORTO 2015

| TUMORI
RARI
IN ITALIA

89,000 nuovi casi/anno
(25% di tutti i tumori)

Cinque tumori, rari a livello europeo, non sano risultati vari in
Ttalia, pmﬁe’ il love TI era superiore a 6 per 100.000: il fiﬂﬁmd
d{ﬁfua da gmrm’:' cellule B e il carcinoma a cellule squamose della
laringe (il cui T1 in Italia era pari a 7 per 100.000), il mieloma
mﬁfn;ﬂb (11: 8 per 100.000), il carcinoma qﬂatafeffu.ﬂm (T1:
9 per 100.000) e il carcinoma della tiroide (TI: 14 per 100.000).
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