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2 Vorwort / Foreword

Das Deutsche Kinderkrebsregister legt mit diesem
Jahresbericht 2016 erneut eine im 2-Jahres-Rhythmus
erscheinende Druckversion des Berichtes vor. Die da-
zwischen liegenden Berichte erscheinen ausschliel3-
lich elektronisch, alle Berichte sind unter http://www.
kinderkrebsregister.de abrufbar.

Wir mochten bei dieser Gelegenheit unseren herz-
lichen Dank den betroffenen Familien, das heif3t den
Eltern sowie den Patienten, aussprechen. Ohne deren
Einwilligung zur Datenweitergabe an das Deutsche
Kinderkrebsregister ware die hohe Vollzahligkeit der
Erfassung von Krebs im Kindes- und Jugendalter mit
mittlerweile fast 60.000 erfassten Neuerkrankungen
nicht moglich. Auch deren Bereitschaft zur Teilnahme
an Befragungen und die grundsatzliche Offenheit ehe-
maliger Patientinnen und Patienten, im Rahmen der
Langzeitbeobachtung Informationen direkt an uns zu
geben, ist bemerkenswert und verdient Respekt und
Dankbarkeit.

Ebenso ist der lang bewéhrte Informationsverbund,
der zwischen unserem Register, den behandelnden
Kliniken und den in der deutschen padiatrischen On-
kologie und Hamatologie durchgefuhrten klinischen
GPOH-Studien besteht, eine wesentliche Basis unse-
rer Arbeit. Auch dafur unseren herzlichen Dank!

Eine Ergebnis-Ubersicht zu den wichtigsten Kenn-
zahlen (Inzidenzen, Uberlebenswahrscheinlichkeiten,
Zweitneoplasien etc.) findet sich auf Seite 4 dieses Be-
richtes. Insgesamt liegen dem Deutschen Kinderkrebs-
register seit 1980 Meldungen von 59.772 erkrankten
Kindern (bis 2008 nur unter 15-jahrige) und Jugendli-
chen (ab 2009 alle unter 18-jahrigen) vor. Davon be-
finden sich 33.314 derzeit in der Langzeitnachbeob-
achtung (Tab. 8). Das bedeutet, von diesen liegen uns
aktuelle Adressen vor, wir haben regelmaRig Kontakt
zu ihnen und haben grundsatzlich Kenntnis daruber,
ob eine zweite Krebserkrankung aufgetreten ist. Diese
Gruppe der ,Langzeitliberlebenden” bildet eine wichti-
ge Basis zur Erforschung moglicher Spatfolgen; daraus
wiederum ergibt sich eine wichtige Grundlage fir die
Verbesserung der Nachsorgeangebote fir ehemalige
Patienten.

Die Sichtbarkeit des Deutschen Kinderkrebsregisters
ist nach unserer Einschatzung weiterhin national und
international hoch. Beispielsweise konnen Vortrage
genannt werden bei Veranstaltungen der Deutschen
Krebsgesellschaft (QoCC: Quality of cancer care, Ber-
lin 2015), dem Deutschen Konsortium fur Translatio-
nale Krebsforschung (DKTK, Heidelberg 2015), beim
Schweizerischen Kinderkrebsregister (Bern 2016),
einem internationalen Symposium zu ,Late effects af-
ter tumor therapy in childhood and adolescence” (5.
RISK-Symposium, Hannover 2015). Auch in weiteren
Drittmittelprojekten, beispielsweise in EU-Projekten,
spielt das Kinderkrebsregister mit dessen Mitarbeite-
rinnen und Mitarbeitern eine wesentliche Rolle. In

The German Childhood Cancer Registry publishes its
Annual Report 2016 again as print version. Printed co-
pies are available every other year, and all past reports
can be retrieved online under http://www.kinderkrebs-

register.de.

We would like to take this opportunity to express our
warmest thanks to the affected families, i.e. the pa-
rents and patients. Only their consent to have their data
passed on to the German Childhood Cancer Registry
makes it possible to have such a high completeness
with almost 60,000 new cases of cancer in childhood
and adolescence registered. The patients’ and parents’
willingness to participate in surveys and the former pa-
tients’ general openness to pass on information to us
within the framework of the long-term follow-up is re-
markable and deserves our respect and gratitude.

Similarly, the long-established information network bet-
ween our registry, the treating hospitals, and the clini-
cal trials of the German Society of Pediatric Oncology
and Hematology, is crucial for our work. Our sincere
thanks for this good collaboration!

An overview of the results with key figures (incidence,
survival probability, subsequent neoplasms etc.) can
be found on page 4 of this report. Altogether, the Ger-
man Childhood Cancer Registry has registered 59,772
cases of children (until 2008 only those under 15 years
of age) and adolescents (from 2009 onwards under 18
years) since its establishment in 1980. Thereof, 33,314
are currently in long-term follow-up (Table 8). This me-
ans that we have the former patients’ current addres-
ses available, we are in regular contact with them, and
we know whether a subsequent neoplasm occurred.
This group of “long-term survivors” is the basis for in-
vestigating potential late effects, which in turn is an im-
portant basis for improving the follow-up care of former
patients.

We consider the German Childhood Cancer Registry to
be highly visible nationally and internationally, which is
demonstrated by several activities. For instance, staf
members gave presentations at a meeting of the Ger-
man Cancer Society (QoCC: Quality of cancer care,
Berlin 2015), at a meeting of the German Consortium
for Translational Cancer Research (DKTK, Heidelberg
2015), at the Swiss Childhood Cancer Registry (Bern
2016), and at an international symposium about “Late
effects after tumor therapy in childhood and adolescen-
ce” (5th RISK Symposium, Hannover 2015). Further-
more, the Childhood Cancer Registry and its staft
members play an important role in third-party funded
projects, such as EU projects. In this context, two



diesem Zusammenhang erscheinen zwei Publikati-
onen unter Beteiligung des Kinderkrebsregisters er-
wahnenswert: eine Veroffentlichung unter Federfih-
rung der International Agency for Research of Cancer
(IARC) (,Registration of childhood cancer: moving to-
wards a pan-European coverage?“) (35) und aus dem
Forschungszentrum der danischen Krebsgesellschaft
(,Childhood cancer survivor cohorts in Europe®) (37).
Auch wurde 2015 eine Serie mit drei diagnosespezi-
fischen Publikationen Uber Inzidenzraten und Uberle-
benswahrscheinlichkeiten, zeitliche Trends und dem
Auftreten von Zweitneoplasien fortgefuhrt: fir die pa-
diatrischen Keimzelltumoren (32), die embryonalen Tu-
moren (36) und die Knochentumoren (42).

Im Rahmen der in den einzelnen Bundeslandern erfol-
genden Umsetzung des Krebsregisterfriiherkennungs-
und -Registergesetzes (KFRG) (19) sind wir damit
beschaftigt, den seit einigen Jahren durchgefuhrten
Datenaustausch mit den einzelnen Landeskrebsre-
gistern nun unter Berlcksichtigung der aktualisierten
Gesetze zu realisieren. Dankenswerterweise haben
uns viele Bundeslander die Mdglichkeit gegeben, de-
ren aktuelle Gesetzesentwirfe entsprechend zu kom-
mentieren, sodass wir optimistisch sind, auch bei der
neuen Gesetzeslage mit den Landern entsprechende
Vereinbarungen treffen zu kénnen. Unabhangig davon
leiten wir - unter Bertcksichtigung der jeweiligen Re-
gister- und Datenschutzgesetzgebung - weiterhin die
an das Deutsche Kinderkrebsregister erfolgten Mel-
dungen grundsatzlich an die Krebsregister der Lander
weiter (Tab. 10).

Wir wiinschen eine informative Lektlre des Jahresbe-
richtes und sind fur Anregungen zur Optimierung unse-
rer Berichterstattung offen.

Mainz, November 2016
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publications, in which the Childhood Cancer Registry
participated, should be mentioned: one article under
the auspices of the International Agency for Research
of Cancer (IARC) (“Registration of childhood cancer:
moving towards a pan-European coverage?”) (35) and
one from the Danish Cancer Society Research Cen-
ter (,Childhood cancer survivor cohorts in Europe®)
(37). Moreover, in 2015 we continued a series of dia-
gnosis-specific publications about incidence rates and
survival probabilities, time trends and the occurrence
of subsequent neoplasms: about pediatric germ cell
tumors (32), embryonal tumors (36), and bone tumors
(42).

The federal states are updating their federal laws on
cancer registration according to the national “Krebsre-
gisterfruherkennungs- und -Registergesetz” (KFRG)
(19). Data exchanges have been carried out with the
individual state cancer registries for several years, and
we are working on adapting this exchange to the new
laws. We are grateful that many federal states gave
us the opportunity to comment on the drafts, and thus
we are optimistic to come to agreements concerning
data exchanges under the new laws. Notwithstanding
the above, we continue to transfer cases reported to
the German Childhood Cancer Registry to the cancer
registries of the federal states as a matter of principle,
taking the specific registry laws and data protection le-
gislations into account.

We hope you find this annual report an informative rea-
ding, and we are open for suggestions for improving
our reporting.

fokl bt @%’n@w Jautis



4 Ergebnis-Ubersicht / Overview of Results

Meldungen von Fallen unter 15 Jahren im Jahr 2015 (Meldungen aus 64 Kliniken):
Meldungen von Fallen unter 18 Jahren im Jahr 2015 (Meldungen aus 66 Kliniken) :

Durchschnittliche Meldungen von Féllen unter 15 Jahren pro Jahr:
(ermittelt aus den Jahren 2006-2015)
vor dem 15. Geburtstag erkrankt ...

1
2
1

758
169
758

eines von 410 Neugeborenen

Jungen / Madchen 972 /786
Meldungen von unter 5-Jahrigen 782
Meldungen von 5- unter 10-Jéhrigen 461
Meldungen von 10- unter 15-Jahrigen 516
Lymphatische Leukamien (LL) 446
Durchschnittliche Meldungen von Féllen im Alter von 15- unter 18 Jahren pro Jahr: 361
(ermittelt aus den Jahren 2009-2015)
Zahl aller Meldungen unter 15 bzw. 18 Jahren von Beginn der Erfassung im Jahr 1980 bis 2015: 59772
in Langzeitnachbeobachtung befindlich ca. 33000
Bevolkerung im Alter von unter 15 / unter 18 Jahren (Million):
in 2015 10,6 /13,0
im Durchschnitt (in den Jahren 2006-2015 / 2009-2015) 11,0/ 13,3
Prognose der Félle im Alter von unter 15 Jahren:
82 % Uberleben derzeit eine Krebserkrankung mindestens 15 Jahre
90 % uberleben derzeit eine lymphatische Leukamie (LL) mindestens 15 Jahre
Insgesamt ca. 430 Todesfalle pro Jahr innerhalb von 15 Jahren nach Diagnose.
Zweitneoplasien nach einer im Kindesalter (unter 15) aufgetretenen Ersterkrankung:
6,6 % der Patienten erkranken innerhalb von 30 Jahren nach Diagnose erneut an Krebs
Insgesamt sind Uber 1300 Patienten mit Folgeneoplasien registriert.
Durchschnittliche Meldungen von Fallen unter 15 Jahren pro Jahr nach Bundesléndern:
(ermittelt aus den Jahren 2006-2015)
Alle Erkrankungen Leukamien Alle Erkrankungen Leukamien
Schleswig-Holstein 66 22 Bayern 277 96
Hamburg 37 12 Saarland 19 6
Niedersachsen 174 60 Berlin 66 23
Bremen 12 4 Brandenburg 44 16
Nordrhein-Westfalen 405 126 Mecklenburg-Vorpommern 29 9
Hessen 135 47 Sachsen 84 26
Rheinland-Pfalz 91 29 Sachsen-Anhalt 41 13
Baden-Wirttemberg 238 77 Thiringen 40 13

Relative Haufigkeiten der an das Deutsche Kinderkrebsregister Alters- und geschlechtsspezifische Erkrankungsraten

gemeldeten Erkrankungsfélle nach Diagnose-Hauptgruppen* (pro 1 Million der jeweiligen Altersgruppe)*
) Sonstige Diagnosen 320
Keimzelltumoren 6,1%
4,1%

280

Weichteilsarkome

M Madchen

Jungen

5,9% Leukamien 240
30,4%
Knochentumoren ’
52;}0 200
Nierentumoren 160
4,7%
120
Periphere
Nervenzelltumoren 80
5,7%
40
ZNS-Tumoren 0
23.6% Lymphome
14,3% <1 2 3 456 7 8 9 1011121314 1516 17

ZNS: Zentrales Nervensystem
*2009-2015, basierend auf insgesamt 14791 unter 18-jéhrigen Patienten

Alter
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15to 17 year old adolescents

Im Jahresbericht 2013/14 wurden erstmals die Aus-
wertungen zu den seit 2009 systematisch mit erfassten
15- bis 17-Jahrigen prasentiert. Im vorliegenden Be-
richt sind jetzt Daten Uber 7 Jahre erhéltlich. Erkenn-
bar ist, dass die Meldungen der 16-Jahrigen und ganz
besonders der 17-Jahrigen nicht vollzahlig sind. Diese
werden zum Teil auBerhalb der Kinder- und Jugendon-
kologie behandelt, wo die Meldung an das Deutsche
Kinderkrebsregister nicht verpflichtend ist.

Zur Prasentation zuverlassiger Zahlen zur Uberlebens-
wahrscheinlichkeit ist die Datenlage noch nicht ausrei-
chend.

In the annual report 2013/14 we presented analyses for
cases aged 15-17, which have been registered since
2009, for the first time. The current report makes data
for the last 7 years available. It is becoming clear, that
the 16-year olds, and even more so the 17-year olds,
are not complete. Some of these are treated outside of
pediatric oncology units, where reporting to the GCCR
is not mandatory.

There is not yet sufficient data to present survival pro-
babilities.

| Leukaemias, myeloproliferative and myelodysplastic diseases

Diese hamatologischen Erkrankungen sind die haufigs-
ten bosartigen Erkrankungen im Kindes- und Jugendal-
ter. Betroffen ist bis unter 15 eines von 1200 Kindern,
Jungen etwa 20% ofter als Madchen. Etwa die Halfte
der Erkrankungen tritt bereits vor dem Schulalter auf.
Bei Kindern und Jugendlichen tberwiegen die akuten
Formen, bei Erwachsenen chronische Formen, die bei
Kinden sehr selten sind. Auf der Basis internationaler
Vergleiche gehen wir von nahezu 100% Vollzahligkeit
der Erfassung aus.

Die haufigste Form, die lymphatische Leukamie (fru-
her ALL), nahm Deutschland und Europa bis Mitte
der 2000er langsam zu (ca. 0,7% pro Jahr), seitdem
sehen wir in Deutschland keinen weiteren Anstieg. In
der Literatur wird dieser Anstieg als echt und nicht als
Registrierungsartefakt bewertet; urséchlich werden
Anderungen des Lebensstils vermutet. Fast 98% aller
lymphatischen Leuk&mien sind Vorlauferzell-Leuka-
mien, dies ist damit die bei Kindern und Jugendlichen
haufigste Einzeldiagnose Uberhaupt (ca. 25% aller
Krebserkrankungen unter 15 Jahren). Sie hat einen ty-
pischen Altersgipfel im Alter von 2-4. Die Prognose ist
gut (90% Langzeittiberlebende, mindestens 15 Jahre)
und steigt weiter.

Akute myeloische Leukamien (AML) sind deutlich
seltener und haben eine schlechtere Prognose (73%
Langzeitiiberlebende); die seit den 1980ern erzielten
Verbesserungen der Therapie sind erheblich und es
werden weiter Verbesserungen erzielt.

Das myelodysplastische Syndrom (MDS) wurde erst
seit Anfang des Jahrtausends (mit Veroffentlichung der
ICD-0-3) als bdésartig (maligne) klassifiziert. Erkran-
kungs- und Uberlebenszahlen davor sind damit nicht
reprasentativ. Ein Teil der MDS entwickelt sich zu einer
AML weiter. Es gab unterschiedliche Ansatze, wie in
diesem Falle mit der Zahlung zu verfahren ist. Zeitliche
Vergleiche und Vergleiche mit anderen Registern sind
daher problematisch.

Die AML und MDS stellen zusammen 16% der zwei-
ten und weiteren Krebserkrankungen (subsequent
neoplasms (SN)) innerhalb von 30 Jahren nach einer
Krebsdiagnose im Kindesalter.

These hematological diseases are the most frequent
malignant diseases in childhood and adolescence.
One child out of 1200 under 15 years is affected, boys
ca. 20% more often than girls. About half of the cases
are 5 years and below. Children and adolescents show
mostly acute forms, whereas adults show mostly chro-
nic forms, which are very rare in children. Based on
international comparisons we assume completeness is
close to 100%.

The most frequent form, lymphoid leukaemia (used to
be ALL), slowly increased until the mid-2000s in Ger-
many and Europe (ca. 0.7% p.a.), in Germany we see
no further increase. In the literature this increase is
considered to be real, not a registration artifact, possib-
ly due to changes in lifestyle. Almost 98% of all lympho-
id leukemias are precursor cell leukemias, which ma-
kes it the most frequent single diagnosis in childhood
and adolescence. It shows a typical age peak at ages
2-4. The prognosis is good (90% long-term survivors
for more than 15 years) and increases further.

Acute myeloid leukaemias (AML) are much less fre-
quent and have a worse prognosis (73% long-term sur-
vivors); the improvements in therapy since the 1980s
are considerable and keep increasing.

The myelodysplastic syndrome (MDS) was reclassified
as malignant since the 2000s (introduction of ICD-O-3).
Numbers of cases and survival are not representati-
ve before this. Some MDS cases progress to an AML.
There were different approaches of counting such
cases; as a consequence comparisons over time or
across registries are problematic.

16% of the second and subsequent neoplasms (SN)
within 30 years of diagnosis are AML or MDS.
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Il Lymphomas and reticuloendothelial neoplasms

Lymphome (eines von 4000 Kindern unter 15) treten
im Allgemeinen im Jugend- und Erwachsenenalter und
nur selten bei Kleinkindern auf.

Wir gehen von nahezu 100% Vollz&hligkeit der Erfas-
sung aus. Von Hodgkin-Lymphomen sind Jungen ca.
50% haufiger betroffen. Bei Patienten mit Hodgkin Lym-
phom ist die Prognose bereits seit vielen Jahrzehnten
gut (derzeit 97% Langzeitiberlebende), daher sind bei
dieser Erkrankung die Spatfolgen der Therapie beson-
ders ausflhrlich erforscht. Hodgkin Lymphom-Patien-
ten sind Uberdurchschnittlich oft von SN betroffen, 13%
in den ersten 30 Jahren nach Diagnose.
Burkitt-Lymphome (BL) zahlen zu den Non-Hodg-
kin-Lymphomen (NHL), werden aber flr internationale
Vergleichbarkeit separat dargestellt. Jungen sind von
NHL mehr als doppelt so oft betroffen, von Burkitt-Lym-
phomen mehr als 5 mal so oft. Die Prognose ist gut
(86% bzw. 92% Langzeitiberlebende). Das Risiko
einer Folgeneoplasie ist nach NHL leicht tberdurch-
schnittlich hoch, besonders nach Vorlauferzell-Lym-
phomen.

Unspezifizierte Lymphome werden fast nie gemeldet,
dies spricht fur die Qualitét der Diagnostik und der Mel-
dungen.

Lymphomas (one child in 4000 under 15) occur mostly
in adolescents and adults, while they are rare in small
children.

We assume completeness is close to 100%. Hodg-
kin-Lymphomas are about 50% more frequent in boys.
Patients with Hodgkin lymphoma have shown a good
prognosis for decades (current long-term survival is
97%), so for this entity late effects are particularly well
known. Patients with Hodgkin lymphoma are especially
frequently affected by SN (almost 13% within the first
30 years).

Burkitt lymphomas (BL) are a subgroup of the Non-Hod-
gkin Lymphomas (NHL); they are presented separately
for international comparisons. Boys are affected by
NHL more than twice as often as girls, five times as
og’fetn by Burkitt Lymphoma.The prognosis of NHL is
good (NHL/BL 86%/92% long-term survivors). The SN
risk after NHL is above average, especially after pre-
cursor cell lymphoma.

Unspecified lymphomas are rarely reported, this shows
the high quality of diagnosis and reports.

Il CNS and miscellaneous intracranial and intraspinal neoplasms

Bei den Tumoren des zentralen Nervensystems (ZNS,
Hirntumore), eines von 1700 Kindern unter 15 ist be-
troffen, handelt es sich um eine heterogene Gruppe
von Krebserkrankungen mit bésartigen (malignen) und
nichtmalignen Formen. Internationale Vergleiche deu-
ten auf eine gewisse Untererfassung der nichtmalig-
nen Formen hin. Der beobachtete Anstieg der Erkran-
kungszahlen zeigt die stetig verbesserte Vollzahligkeit
der Erfassung, besonders bei Astrozytomen und sons-
tigen Gliomen. Jungen sind etwa 20% haufiger betrof-
fen als Madchen. Die scheinbar seit 1980 schlechter
werdende Prognose bei den ,sonstigen Gliomen* ist
auf erhebliche Anderungen in der Zusammensetzung
dieser Gruppe zuriickzufiihren, was durch die zuneh-
mende Vollzéhligkeit und Veranderungen in der Klassi-
fikation bedingt ist.

Das Risiko eines SN innerhalb von 30 Jahren ist nach
Astrozytomen und anderen Gliomen sowie Kranio-
pharyngiomen ungewohnlich niedrig und mit 18% nach
Medulloblastomen auf3ergewdhnlich hoch. ZNS-Tumo-
ren stellen 23% aller SN in den ersten 30 Jahren nach
einer Diagnose im Kindesalter, dabei handelt es sich
mehrheitlich um Meningiome, gefolgt von den Astrozy-
tomen.

Tumours of the central nervous system (CNS, brain
tumours) affect one child in 1700 under 15. They are
a heterogeneous group of neoplasms, including malig-
nant and non-malignant forms. Based on international
comparisons we assume especially the non-malignant
forms to be slightly underreported. The observed in-
crease in cases shows improvements in completeness
of registration, especially regarding astrocytomas and
other gliomas. Boys have an about 20% higher inciden-
ce. The seemingly worsening prognosis of “other glio-
mas” is due to considerable changes in the compositi-
on of this group due to improvements in completeness
and classification changes.

The risk of an SN after intracranial and intraspinal em-
bryonal tumours is unusually low after astrocytoma,
other gliomas, and craniopharyngiomas, while after
Medulloblastoma it is unusually high (18%). 23% of all
SN in the 30 years after primary diagnosis are CNS
tumours, most of these are meningiomas, followed by
astrocytomas.
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IV Neuroblastoma and other peripheral nervous cell tumours

Neuroblastome gehoéren zu den embryonalen Tumo-
ren, die vor allem bei Kleinkindern auftreten. Betroffen
ist eines von 5700 Kindern unter 15, Jungen erkranken
etwa 30% haufiger als Madchen. Wir gehen von nahe-
zu 100% Vollzahligkeit der Erfassung aus. Insgesamt
Uberleben etwa 77% der Félle langfristig, jedoch haben
Patienten mit fortgeschrittener Erkrankung (Stadium
IVV) nach wie vor eine relativ schlechte Prognose, auch
wenn fur diese Gruppe seit den 1980ern erhebliche
Verbesserungen erzielt wurden.

Bei Neuroblastomen kann sich bei einem Teil der Er-
krankungsfalle (inshesondere mit niedrigem Stadium
bis etwa zum 2. Geburtstag) der Tumor spontan zu-
rickbilden. Wahrend eines Modellprojekts zur Friher-
kennung (1995-2000) wurden daher viele zusatzliche
Falle diagnostiziert, was zu einem erkennbaren An-
stieg der Erkrankungszahlen fiihrte. Es folgte jedoch
nicht die erhoffte Mortalitadtssenkung, so dass die Fri-
herkennung als nicht zielfihrend verworfen wurde. Die
erhohte Aufmerksamkeit und die weitere Verbreitung
von Ultraschalldiagnostik fuhrten seither auch ohne
Screening zu einem Anstieg der gemeldeten Erkran-
kungszahlen.

Folgeneoplasien sind nach Neuroblastomen selten, ih-
rerseits treten sie fast nie als Folgeneoplasien auf.

V Retinoblastoma

Retinoblastome, unter 18.000 Kindern unter 15 tritt ein
Fall auf, gehdren zu den embryonalen Tumoren von
denen éltere Kinder (ab ca. 10 Jahren) kaum betroffen
sind. Auf der Basis internationaler Vergleiche gehen
wir von hoher Vollzahligkeit der Erfassung aus. Das
Retinoblastom ist eine der Erkrankungen, bei denen
Genetik und Vererbung eine groRe Rolle spielen, be-
sonders bei beidseitig auftretenden Retinoblastomen.
Grundsatzlich sollten beim Auftreten der Erkrankung
Familienmitglieder mit untersucht werden.

Retinoblastome treten fast nie als Folgeneoplasien auf.

VI Renal Tumours

Fast alle Nierentumoren im Kindesalter sind Nephro-
blastome (Wilmstumor). Ein Kind von 7500 bis 14 Jah-
re ist betroffen, Madchen etwa 10% haufiger. Auf der
Basis internationaler Vergleiche gehen wir von nahezu
100% Vollzahligkeit der Erfassung aus. Die Prognose
ist gut (93% Langzeittiberlebende).

Nach einem Nephroblastom ist das Risiko einer Folge-
neoplasie leicht unterdurchschnittlich, ihrerseits treten
diese nur extrem selten als Folgeneoplasie auf.
Nierenkarzinome, meist im Erwachsenenalter beob-
achtet, treten nur selten und wenn, dann bei &alteren
Kindern und Jugendlichen auf, bei Jungen 70% hau-
figer.

Neuroblastomas are embryonal tumours, which are
observed mainly in small children. It affects one child
in 5700 under 15, boys have an about 30% higher inci-
dence than girls. We assume completeness is close to
100%. Overall long-term survival is 77%, but patients
with advanced disease (stage IV) still have a rather bad
prognosis, although it has improved considerably since
the 1980ies.

A subset of neuroblastomas (especially low stages
before the 2nd hirthday) is capable of spontaneous
regression. During the screening evaluation project
1995-2000 this led to a considerable number of addi-
tional cases, which is visible in the trend graphic. Ho-
wever, screening did not lead to the intended drop in
mortality, so it was not introduced. The increased atten-
tion and the extended usage of ultrasound diagnostics
have since led to an increase in the number of reported
cases even without screening.

Subsequent neoplasms are rare after neuroblastoma,
which are in turn almost never reported as SN.

One child in 18,000 under 15 is affected with a Reti-
noblastoma. These are embryonal tumours which ra-
rely affect older children (10 years or older). Based on
international comparisons we assume completeness
is high. Retinoblastoma has a known genetic cause
and can be inherited, especially bilateral cases. When
a case is diagnosed, family members should also be
examined.

Retinoblastomas are very rare as SN.

Almost all renal tumours in childhood are nephro-
blastomas (Wilm’s tumour). One child under 15 in 7500
is affected, girls about 10% more often. Based on in-
ternational comparisons we assume completeness is
close to 100%. The prognosis is good (93% long-term
survivors).

The risk of a subsequent neoplasm is below average,
nephroblastoma is hardly ever reported as an SN.

Renal carcinomas, usually observed in adults, are oc-
casionally diagnosed in older children and adolescents;
boys are affected 70% more often.
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Folgeneoplasien nach Nierenkarzinomen wurden nur
selten gemeldet, ihrerseits als Folgeneoplasie treten
sie vereinzelt auf.

Unspezifizierte Nierentumoren wurden keine gemel-
det, dies spricht fir die Qualitat der Diagnostik und der
Meldungen.

VIl Hepatic tumours

Fast alle Lebertumoren im Kindesalter (ein Fall unter
31.000 Kindern bis 14 Jahre) sind Hepatoblastome.
Jungen sind 40% haufiger betroffen als Madchen. Wir
gehen von guter Vollzahligkeit der Erfassung aus, die
seit der Grindung eines Lebertumorregisters fur Kin-
der im Jahre 2011 weiter verbessert wurde. Die Prog-
nose ist moderat (78% Langzeitliberlebende) und seit
den 1980ern erheblich verbessert.

Folgeneoplasien sind nach Hepatoblastomen sehr sel-
ten, ihrerseits treten sie fast nie als Folgeneoplasien auf.
Leberkarzinome, meist im Erwachsenenalter beobach-
tet, treten nur sehr selten und wenn, dann bei alteren
Kindern und Jugendlichen auf.

Folgeneoplasien nach Leberkarzinomen wurden nur
selten gemeldet, ihrerseits als Folgeneoplasie treten
sie vereinzelt auf.

Unspezifizierte Lebertumoren wurden keine gemeldet,
dies spricht fur die Qualitét der Diagnostik und der Mel-
dungen.

VIII Malignant bone tumours

Knochensarkome (ein Kind von 10.000 unter 15) sind
typisch fir altere Kinder und Jugendliche. Die beson-
ders haufigen Typen sind Osteosarkome und Ewings-
arkome. Auf der Basis internationaler Vergleiche gehen
wir von hoher Vollz&hligkeit der Erfassung aus.
Knochentumore stellen 5% aller Folgeneoplasien in-
nerhalb von 30 Jahren nach einer Krebsdiagnose im
Kindesalter, dabei tiberwiegen Osteosarkome.
Unspezifizierte Knochentumoren wurden fast keine ge-
meldet, dies spricht fur die Qualitat der Diagnostik und
der Meldungen.

IX Soft tissue and other extraosseous sarcomas

Weichteilsarkome kdnnen in allen Altersklassen auf-
treten, betroffen ist ein Kind bis 14 Jahre von 7200.
Das haufigste Weichteilsarkom im Kindesalter ist das
Rhabdomyosarkom. Auf der Basis internationaler Ver-
gleiche gehen wir von hoher Vollzéhligkeit der Erfas-
sung aus. Jungen sind etwa 20% haufiger betroffen als
Madchen. Die Prognose ist unterdurchschnittlich (70%
Langzeitiiberlebende).

Weichteilsarkompatienten sind durchschnittlich haufig
von Folgeneoplasien betroffen, etwa 6% aller Folgeneo-
plasien innerhalb von 30 Jahren nach einer Krebsdia-
gnose im Kindesalter sind ihrerseits Weichteilsarkome.

Subsequent neoplasms after renal carcinomas are
rare, as are renal carcinomas as subsequent neoplas-
ms.

Unspecified renal tumours are rarely reported, this
shows the high quality of diagnoses and reports.

Almost all hepatic tumours in childhood (one in 31,000
children until 14 years is affected) are hepatoblasto-
mas. Boys have a 40% higher incidence. We assume
completeness is good and has improved further since
a hepatic tumour registry for children was funded in
2011. The prognosis is moderate (78% long-term sur-
vivors) and has been improving considerably since the
1980ies.

Subsequent neoplasms are rare; hepatoblastomas
hardly ever are subsequent neoplasms.

Hepatic carcinomas, usually observed in adults, are
occasionally diagnosed in older children and adole-
scents.

SN are rarely reported, hepatic carcinomas occasional-
ly occur as SN.

Unspecified hepatic tumours were not reported, this
shows the high quality of diagnoses and reports.

Bone sarcomas (one case in 10,000 children under
15) are typical for older children and adolescents. The
most frequent forms are osteosarcoma and Ewing sar-
comas. Based on international comparisons we assu-
me completeness is high.

5% of all subsequent neoplasms within 30 years of the
first neoplasm are bone tumours, mostly osteosarcoma.

Unspecified bone tumours are rarely reported, this
shows the high quality of diagnoses and reports.

Soft tissue sarcomas occur in all ages in childhood
(one child under 15 in 7200). The most frequent type
in childhood is rhabdomyosarcoma. Based on interna-
tional comparisons we assume completeness is high.
Boys have a 20% higher incidence than girls. The prog-
nosis is below average (70% long-term survivors).

Soft tissue sarcoma patients have an average risk of
a subsequent neoplasm; about 6% of all subsequent
neoplasms within 30 years after a primary neoplasm
are soft tissue sarcomas.
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X Germ cell tumours, trophoblastic tumours and neoplasms of gonads

Keimzelltumoren sind eine heterogene Gruppe von
Krebserkrankungen (bis unter 15 ein Kind von 13.000).
Einige treten haufiger mit beginnender Pubertat auf,
andere sind typisch fur das Kleinkindalter, so dass sie
vom 4.-7. Lebensjahr eher selten sind. Wir gehen von
hoher Vollzahligkeit der Erfassung aus. Madchen sind
bis 14 Jahre etwa 30% haufiger betroffen. Bei den in-
trakranialen Formen (im Gehirn lokalisiert) hat es seit
etwa 2000 (neue Diagnoseklassifikation ICD-O-3) Zu-
ordnungsénderungen gegeben, so dass einige Keim-
zelltumoren seither der Hauptgruppe der Hirntumoren
(ZNS) zugeordnet werden. Dies ist fur die scheinbar
plétzliche Verbesserung der Prognose der intraspina-
len und intrakranialen Keimzelltumoren verantwortlich.
Insgesamt ist die Langzeitprognose gut (93%).

Das Risiko einer Folgeneoplasie innerhalb von 30 Jah-
durchschnittlich. Keimzelltumoren sind als Folgeneo-
plasien eher selten.

Germ cell tumours are a heterogeneous group of neo-
plasms; one child under 15 in 13,000 is affected. Some
become more frequent as puberty sets in, others are
typical for infants, so they are rare from the 4th to 7th
year of life. We assume completeness is high. Girls
under 15 have about 30% higher incidence. Some
intracranial forms (localized in the brain) have been
reclassified as brain tumours (CNS) since about 2000
(new diagnosis classification ICD-0-3), this causes the
sudden seeming improvement of the prognosis of int-
raspinal and intracranial germ cell tumours. In general
the prognosis is good (93% long-term survivors).

The risk of an SN is average. Germ cell tumours are
rare as SN.

XI Other malignant epithelial neoplasms and malignant melanomas

Dies ist eine heterogene Gruppe von Neoplasien. Karz-
inome treten im Allgemeinen erst im Erwachsenenalter
auf. Die haufigsten dieser seltenen Erkrankungen im
Kindesalter sind Karzinome der Nebennierenrinde, der
Schilddrise (Verbesserung der Erfassung ab 1996),
des Nasopharynx (Nasen-Rachenraum) und das ma-
ligne Melanom (,schwarzer* Hautkrebs). Einige Karz-
inome bei Kindern sind deutlich untererfasst, jedoch
nicht die Nasopharynx-Karzinome und Schilddrisen-
karzinome. Seit 2011 werden Appendix-Karzinoide als
maligne eingestuft, daraus erklart sich die seitdem ge-
stiegene Anzahl der Meldungen von Appendixkarzino-
men. Bei den malignen Melanomen konnte die Erfas-
sung im Laufe der Jahre erheblich verbessert werden.
Mammakarzinome wurden primar keine gemeldet.
Schilddrisenkarzinome haben eine gute Prognose
(94% Langzeituberlebende).

Nach Karzinomen werden Uberdurchschnittlich haufig
Folgeneoplasien gemeldet. Sie stellen ihrerseits ein
Drittel aller Folgeneoplasien innerhalb von 30 Jahren
nach Erstdiagnose, besonders zu nennen sind hier
Schilddrisenkarzinome, Hautkarzinome (Uberwiegend
keine malignen Melanome), Mammakarzinome und
Darmkrebs. Schon bei den unter 15-Jahrigen sind gut
10% aller gemeldeten Schilddriisentumore SN.

This is a heterogeneous group of rare cancers. Carci-
nomas are usually observed in adults. The most fre-
guent among them in childhood are adrenocortical car-
cinoma, thyroid carcinoma (improved reporting since
1996), nasopharyngeal carcinoma, and malignant me-
lanoma. Some carcinomas in children are clearly un-
derreported, though not nasopharyngeal carcinomas
and thyroid carcinomas. Appendix carcinoids have
been reclassified as malignant in 2011, which explains
the sudden increase in reported appendix carcinomas
since then. The reporting of malignant melanoma has
improved over the years. Breast carcinomas have not
been reported as primary neoplasms. Thyroid carcino-
mas have a good prognosis (95% long-term survivors).

Carcinoma patients have an above average SN risk.
One third of all subsequent neoplasms within 30 years
are carcinomas, particularly thyroid carcinoma, skin
carcinoma (mostly not malignant melanoma), breast
carcinoma and colon carcinoma. Among the thyroid
cancer cases under 15, more than 10% are SN.
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Xl Other and unspecified neoplasms

Dies ist eine heterogene Gruppe von sonst nicht zu-
zuordnenden, bei Kindern sehr seltenen bdsartigen
Krebserkrankungen (ein Fall pro 250.000 Kinder unter
15). Der haufigste Einzeltumor hiervon ist das Lungen-
blastom.

This is a heterogeneous group of very rare neoplas-
ms in childhood not classifiable anywhere else (one
child under 15 in 250,000). The most frequent tumour
among these is pulmonary blastoma.
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Systematische Darstellung epidemiologischer KenngréRRen der ICCC-3 Diagnosen /
Systematic Presentation of Descriptive Measures for ICCC-3 Diagnoses

All malignancies 15
| Leukaemias, myeloproliferative and myelodysplastic diseases 16
| (@) Lymphoid leukaemias 17

| (@) 1 Precursor cell leukaemias 18

| (@) 2 Mature B-cell leukaemias 18

| (b) Acute myeloid leukaemias 19

I (¢) Chronic myeloproliferative diseases 20

I (d) Myelodysplastic syndrome and other myeloproliferative diseases 21

Il Lymphomas and reticuloendothelial neoplasms 22
Il (&) Hodgkin lymphomas 23

Il (b) Non-Hodgkin lymphomas 24

Il (b) 1 Precursor cell ymphomas 25

Il (b) 2 Mature B-cell ymphomas, except Burkitt ymphoma 25

Il (b) 3 Mature T-cell and NK-cell lymphomas 26

Il (b) 4 Non-Hodgkin lymphomas, NOS 26

Il (c) Burkitt ymphoma 27
[l CNS and miscellaneous intracranial and intraspinal neoplasms 28
11l (a) Ependymomas and choroid plexus tumour 29
Il (&) 1 Ependymomas 30

Il (&) 2 Choroid plexus tumour 30
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Systematische Darstellung epidemiologischer KenngréfRen der ICCC-3 Diagnosen /

Systematic Presentation of Descriptive Measures for ICCC-3 Diaghoses

Il (b) Astrocytomas

Il (c) Intracranial and intraspinal embryonal tumours
[l (c) 1 Medulloblastomas
[l (c) 2 Primitive neuroectodermal tumour (PNET)
[l (c) 4 Atypical teratoid/rhabdoid tumour

Il (d) Other gliomas
[l (d) 1 Oligodendrogliomas
[l (d) 2 Mixed and unspecified gliomas

Il (e) Other specified intracranial and intraspinal neoplasms
[l (e) 1 Pituitary adenomas and carcinomas
[l (e) 2 Tumours of the sellar region (craniopharyngiomas)
[l (e) 3 Pineal parenchymal tumours
[l (e) 4 Neuronal and mixed neuronal-glial tumours
[l (e) 5 Meningiomas

IV (a) Neuroblastoma and ganglioneuroblastom

V Retinoblastoma

VI (a) Nephroblastoma and other non-epithelial renal tumours
VI (a) 1 Nephroblastoma
VI (a) 2 Rhabdoid renal tumour

VI (b) Renal carcinomas

31
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36
37
38
38
39
39
40
41
42
43
44
44

45
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Systematische Darstellung epidemiologischer Kenngrdf3en der ICCC-3 Diagnosen /
Systematic Presentation of Descriptive Measures for ICCC-3 Diagnoses

VII (a) Hepatoblastoma
VII (b) Hepatic carcinomas
VIII Malighant bone tumours
VIII (a) Osteosarcomas
VIII (c) Ewing tumour and related sarcomas of bone
VIII (c) 1 Ewing tumour and Askin tumour of bone
IX Soft tissue and other extraosseous sarcomas
IX (a) Rhabdomyosarcomas
IX (b) Fibrosarcomas, peripheral nerve sheath tumours and other fibrous neoplasms
IX (b) 1 Fibroblastic and myofibroblastic tumours
IX (b) 2 Nerve sheath tumours
IX (d) Other specified soft tissue sarcomas
IX (d) 1 Ewing tumour and Askin tumour of soft tissue
IX (d) 3 Extrarenal rhabdoid tumour
IX (d) 5 Fibrohistiocytic tumours
IX (d) 7 Synovial sarcomas
X Germ cell tumours, trophoblastic tumours and neoplasms of gonads
X (a) Intracranial and intraspinal germ cell tumours
X (a) 1 Intracranial and intraspinal germinomas

X (a) 2 Intracranial and intraspinal teratomas

46
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52
53
54
55
55
56
57
57
58
58
59
60
61
61
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Systematische Darstellung epidemiologischer KenngréfRen der ICCC-3 Diagnosen /
Systematic Presentation of Descriptive Measures for ICCC-3 Diaghoses
X (b) Malignant extracranial and extragondal germ cell tumours
X (b) 2 Malignant teratomas of extracranial and extragonadal sites
X (b) 4 Yolk sac tumour of extracranial and extragonadal sites
X (c) Malignant gonadal germ cell tumours
X (c) 1 Malignant gonadal germinomas
X (c) 2 Malignant gonadal teratomas
X (c) 4 Gonadal yolk sac tumour
X (c) 6 Malignant gonadal tumours of mixed forms
XI Other malignant epithelial neoplasms and malignant melanomas
XI (a) Adrenocortical carcinomas
XI (b) Thyroid carcinomas
XI (c) Nasopharyngeal carcinomas
XI (d) Malignant melanomas
Xl (e) Skin carcinomas
Xl (f) Other and unspecified carcinomas
XI (f) 1 Carcinomas of salivary glands
Xl (f) 2 Carcinomas of colon and rectum
XI (f) 3 Carcinomas of appendix
XI (f) 6 Carcinomas of breast

XIl (a) Other specified malignant tumours

62
63
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64
65
65
66
66
67
68
69
70
71
72
73
74
74
75
75

76
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Cases in Germany aged under 15 years (1980-2015): 57245

Selected characteristics Germany 2006-2015

Relative frequency: 17580 / 17580 = 100 %

Relative frequency of trial patients:

Incidence rates per million: Girls
Number of cases: 7856
Standardized rate *: 154.4
Cumulative incidence: 2234

Sex ratio (m/f):

Age-specific incidence rates per million:

<1 1-4
Number of cases : 1855 5963
Incidence rate: 272.0 | 216.2

Age- and sex-specific incidence rates per million
Germany 2006-2015
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16 | Leukaemias, myeloproliferative and myelodysplastic diseases

(a) Lymphoid leukaemias (d) Myelodysplastic syndrome and other myeloproliferative disease
(b) Acute myeloid leukaemias (e) Unspecified and other specified leukaemias
(c) Chronic myeloproliferative diseases

8 Cases in Germany aged under 15 years (1980-2015): 19470
(%)
8 Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
[=)) . Germany 2006-2015
© Relative frequency: 5783 /17580 = 32.9 % 140
a Relative frequency of trial patients: 99.2 % 120
100 W Girls Boys

Incidence rates per million: Girls Boys @ Total

Number of cases: 2588 3195 5783 90

Standardized rate *: 52.2 60.6 56.5 60

Cumulative incidence: 742 868 807 40

Sex ratio (m/f): 1.2 20

0
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N % of all 4335 deaths mortality rate mortality
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Cases in Germany aged under 15 years (1980-2015): 15447 8
(7))
Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million ©)
c
Germany 2006-2015 o))
Relative frequency: 4458 / 17580 = 25.8 % 140 @
Relative frequency of trial patients: 99.7 % 120 a
100 W Girls Boys
Incidence rates per million: Girls Boys Total
Number of cases: 1983 2475 4458 90
Standardized rate *: 40.4 47.1 43.9 60
Cumulative incidence: 571 673 624 40
Sex ratio (m/f): 1.2 20
ificinci illi 0
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 113 | 2212 1299 834 Germany 1980-2015
Incidence rate: 16.6 80.2 35.8 21.4 60
Median age at diagnosis: 4 years 9 months 50
ey | leneer |dEyEy 40 /_\/\/\/J\—\/\/\/\/\/\
Survival probabilities: 92 % 91 % 90 % 30
Mortality per million within 15 yrs. of diagnosis (1991-2000): 20
Number of deaths Standardized* Cumulative 10
N % of all 4335 deaths mortality rate mortality
839 19.4 % 6.6 97 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
| (@) Lymphoid leukaemias Standardized* incidence rates per million by districts
. (Landkreise) Germany 2006-2015
SN after | (a) | (@) as SN after any primary
% of all Cumulative % of all Cumulative Incidence rates
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18 | (a) Lymphoid leukaemias - Extended ICCC-3
Germany 2006-2015 N %
Lymphoid leukaemias 4458 100.0
1 Precursor cell leukaemias 4352 97.6
2 Mature B-cell leukaemias 104 2.3
3 Mature T-cell and NK cell leukaemias 2 0.0
4 Lymphoid leukaemia, NOS 0 0.0
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1 Precursor cell leukaemias

Cases in Germany aged under 15 years (1980-2015): 15077
Selected characteristics Germany 2006-2015

Relative frequency: 4352 /17580 = 24.8 %

Relative frequency of trial patients: 99.7 %
Incidence rates per million: Girls Boys Total
Number of cases: 1957 2395 4352
Standardized rate *: 39.9 45.7 42.9
Cumulative incidence: 564 652 609
Sex ratio (m/f): 1.2
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 112 2191 1244 805
Incidence rate: 16.4 79.4 34.3 20.6

Median age at diagnosis: 4 years 8 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
1 Precursor cell leukaemias

SN after | (a) 1 I (@) 1 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
369 29.4% 6.6 % 45 3.6 % 0.1%

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015
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2 Mature B-cell leukaemias

Cases in Germany aged under 15 years (1980-2015): 367
Selected characteristics Germany 2006-2015

Relative frequency: 104 /17580 = 0.6 %

Relative frequency of trial patients: 99.0 %
Incidence rates per million: Girls Boys Total
Number of cases: 25) 79 104
Standardized rate *: 0.5 14 0.9
Cumulative incidence: 7 21 14
Sex ratio (m/f): 3.2
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 1 20 54 29
Incidence rate: 0.1 0.7 iLB 0.7

Median age at diagnosis: 7 years 8 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
2 Mature B-cell leukaemias

SN after | (a) 2 | (@) 2 as SN after any primary

% of all Cumulative % ofall  Cumulative
N 1253 SN incidence N 1253 SN incidence
9 0.7 % 8.4 % 5 0.4 % 0.0 %
* Standard: Segi world standard population
Age- and sex-specific incidence rates per million
Germany 2006-2015
5
4
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3
2
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Cases in Germany aged under 15 years (1980-2015): 2730 8
n
Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million ©)
c
Germany 2006-2015 o))
Relative frequency: 743 /17580 =4.3 % 30 @
Relative frequency of trial patients: 97.6 % a
25
W Girls Boys
Incidence rates per million: Girls Boys Total 20
Number of cases: 350 393 743 15
Standardized rate *: 7.0 7.6 7.3
10
Cumulative incidence: 100 107 104
Sex ratio (m/f): 1.1 5
o o 0
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 124 275 139 205 Germany 1980-2015
Incidence rate: 18.2 10.0 3.8 5.3 12
Median age at diagnosis: 4 years 3 months 10
8
5-year 10-year | 15-year
Survival probabilities: 74 % 73 % 73 % 6
Mortality per million within 15 yrs. of diagnosis (1991-2000): 4
Number of deaths Standardized* Cumulative 2
N % of all 4335 deaths mortality rate mortality
425 9.8 % 3.3 49 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years

| (b) Acute myeloid leukaemias

SN after | (b) I (b) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
51 4.1 % 5.2 % 140 11.2% 0.3 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
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| (c) Chronic myeloproliferative diseases

8 Cases in Germany aged under 15 years (1980-2015): 268
0
8 Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
[=)) . Germany 2006-2015
© Relative frequency: 78117580 = 0.5 % 3.0
o Relative frequency of trial patients: 85.9 % H Girls Boys
25
Incidence rates per million: Girls Boys @ Total 2.0
Number of cases: 32 46 78 15
Standardized rate *: 0.5 0.8 0.7
1.0
Cumulative incidence: 9 12 10
Sex ratio (m/f): 14 0.5 I I I I I I I I
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 1 8 28 41 Germany 1980-2015
Incidence rate: 0.1 0.3 0.8 11 14
Median age at diagnosis: 10 years 1 month 12
10
5-year 10-year @ 15-year
Survival probabilities: - - - 08
0.6
Mortality per million within 15 yrs. of diagnosis (1991-2000): 0.4
Number of deaths Standardized* Cumulative 0.2
N % of all 4335 deaths mortality rate mortality
33 0.8 % 0.2 4 0.0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
I (c) Chronic myeloproliferative diseases
SN after I (c) | (c) as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
6 0.5 % - 4 0.3 % 0.0 %
* Standard: Segi world standard population
Survival probabilities by year of diagnosis Germany 1980-2013
100 \\
80 No map due to sparse data
60
40
1980-1989 (n=74)
20 1990-1999 (n=65)
2000-2009 (n=77)
2010-2013 (insufficient data)
0
0 5 10 15 20 25 30

Years



| (d) Myelodysplastic syndrome and other myeloproliferative diseases 21

Cases in Germany aged under 15 years (1980-2015): 839 8
(7))
Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million 8
Germany 2006-2015 o))
Relative frequency: 437 /17580 =2.5 % 12 @
Relative frequency of trial patients: 99.1 % a
10
M Girls Boys
Incidence rates per million: Girls Boys @ Total 8
Number of cases: 188 249 437 6
Standardized rate *: &3 4.5 4.0
4
Cumulative incidence: 58 67 60
Sex ratio (m/f): 1.3 2

Age-specific incidence rates per million: «“11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 44 110 129 154 Germany 1980-2015
Incidence rate: 6.5 4.0 3.6 39 6
Syst ti istrati i late 1990i
Median age at diagnosis: 7 years 5 months 5 ystemalic registration since ‘ate 'es
4
5-year 10-year | 15-year
Survival probabilities: 82 % 79 % 76 % 3
Mortality per million within 15 yrs. of diagnosis (1991-2000): 2
Number of deaths Standardized* Cumulative 1
N % of all 4335 deaths mortality rate mortality
85 2.0% 0.7 10 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
1 (d) Myelodysplastic syndrome and other myeloproliferative diseases Standardized* incidence rates per million by districts
i (Landkreise) Germany 2006-2015
SN after | (d) | (d) as SN after any primary
% of all Cumulative % of all Cumulative Incidence rates
N 1253 SN incidence N 1253 SN incidence E O en
7 0.6 % 29% 64 5.1 % 0.2 % Bl 580 <91
Il 9.1to <15.0

M =>15.0
* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100 -+
1 1980-1989 (n=50)
] 1990-1999 (n=151)
80j 2000-2009 (n=360)
e—2010-2013 (n=179)
60 - )
| oy ==
40 - 1 >
] f* "F i
20
0
0 5 10 15 20 25 30

Years



7
[
%
o
c
o

S

(@)

22 Il Lymphomas and reticuloendothelial neoplasms

(a) Hodgkin lymphomas (d) Miscellaneous lymphoreticular neoplasms
(b) Non-Hodgkin lymphomas (except Burkitt ymphoma) (e) Unspecified lymphomas
(c) Burkitt lymphoma

Cases in Germany aged under 15 years (1980-2015): 6668

Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
Germany 2006-2015
Relative frequency: 1885/ 17580 = 10.7 % 50
Relative frequency of trial patients: 96.4 %
40
Incidence rates per million: Girls | Boys = Total B Girls Boys
30
Number of cases: 600 1285 1885
Standardized rate *: 10.0 21.2 15.8 20
Cumulative incidence: 163 336 251
10
Sex ratio (m/f): 2.1
.f. . . .”. 0
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
) Standardized* annual incidence rates per million
Number of cases : 8 228 602 1047 Germany 1980-2015
Incidence rate: 1.2 8.3 16.6 26.8 25
Median age at diagnosis: 10 years 9 months 20
5-year 10-year 15-year 1g
Survival probabilities: 94 % 93 % 92 %
10
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 5
N % of all 4335 deaths mortality rate mortality
245 5.7 % 1.8 28 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
Il Lymphomas and reticuloendothelial neoplasms Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015
SN after Il Il as SN after any primary
% of all Cumulative % of all Cumulative Incidence rates
N 1253 SN incidence N 1253 SN incidence % Qo=28_
! 0 <6.
222 177 % 10.4 % 94 7.5 % 0.3 % E 6510 <110

[ 11.0to <19.7

[ 19.7to <24.8.
. . Il 24.8to <31.9
* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
100 J&

80 -

60 -

] % : SQ
| & = =

1980-1989 (n=1326)
1 1990-1999 (n=2168)
20 - ———2000-2009 (N=2057)
] 2010-2013 (insufficient data)

0 5 10 15 20 25 30

Years



Cases in Germany aged under 15 years (1980-2015): 2744

Selected characteristics Germany 2006-2015

Il (&) Hodgkin lymphomas

Age- and sex-specific incidence rates per million

Germany 2006-2015

Relative frequency: 780/17580 = 4.5 %

23

(7]
(0]
0
(@]
cC
(@)
ks
(@)

30
Relative frequency of trial patients: 97.7 %
25
. - . M Girls Boys
Incidence rates per million: Girls Boys @ Total 20
Number of cases: 312 468 780 15
Standardized rate *: 4.9 7.4 6.2
10
Cumulative incidence: 83 121 102
Sex ratio (m/f): 15 5
e . . e 0
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
) Standardized* annual incidence rates per million
Number of cases : 0 35 174 571 Germany 1980-2015
Incidence rate: 0.0 1.3 4.8 14.6 10
Median age at diagnosis: 12 years 7 months 8
5-year 10-year | 15-year 6
Survival probabilities: 99 % 98 % 97 %
4
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 2
N % of all 4335 deaths mortality rate mortality
52 1.2% 0.4 6 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years

Il (@) Hodgkin lymphomas

SN after Il (a) Il (a) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
119 95% 13.2 % 21 1.7% 0.1%

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100 =<
80 -
60 -
40 -
1980-1989 (n=536)
1990-1999 (n=877)
20 -
2000-2009 (n=866)
2010-2013 (insufficient data)
0
0 5 10 15 20 25 30

Years

Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015

Incidence rates
=0
[J17to<34
[ 3.4to<8.1
I 8.1to <10.7
I 10.7to <16.0.
I ->16.0
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24 11 (b) Non-Hodgkin lymphomas

Cases in Germany aged under 15 years (1980-2015): 2627

Selected characteristics Germany 2006-2015

Age- and sex-specific incidence rates per million

Germany 2006-2015

Relative frequency: 774117580 =4.5%

25
. . . . 0
Relative frequency of trial patients: 95.0 % m Girls Boys
20
Incidence rates per million: Girls Boys @ Total
15
Number of cases: 230 544 774
Standardized rate *: 4.1 9.0 6.6 10
Cumulative incidence: 64 142 104
5
Sex ratio (m/f): 2.4
g . . arpe 0
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 6 121 276 371 Germany 1980-2015
Incidence rate: 0.9 4.4 7.6 9.5 10
Median age at diagnosis: 9 years 8 months 8
5-year 10-year @ 15-year 6
Survival probabilities: 89 % 88 % 86 %
4
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 2
N % of all 4335 deaths mortality rate mortality
142 3.3% 1.1 16 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years

Il (b) Non-Hodgkin lymphomas

SN after Il (b) Il (b) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
86 6.9 % 10.1 % 61 4.9 % 0.2%

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100 J&
80 -
60 -
] 1980-1989 (n=564)
40 -
] 1990-1999 (n=801)
] 2000-2009 (n=801)
20 - 2010-2013 (insufficient data)
0

Years

Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015

Incidencerates
[J=o0
[J11to<35
[ 35t0<8.6
I s6to<123
Il 12.3t0 <18.3-




Il (b) Non-Hodgkin lymphomas - Extended ICCC-3 25

Germany 2006-2015

Non-Hodgkin lymphomas
1 Precursor cell lymphomas

2 Mature B-cell lymphomas (except Burkitt lymphoma)
3 Mature T-cell and NK-cell lymphomas

4 Non-Hodgkin lymphomas, NOS

1 Precursor cell ymphomas
Cases in Germany aged under 15 years (1980-2015): 1022
Selected characteristics Germany 2006-2015

Relative frequency: 274 /17580 = 1.6 %

Relative frequency of trial patients: 93.4 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 83 191 274
Standardized rate *: 15 8.3 2.4
Cumulative incidence: 23 51 37
Sex ratio (m/f): 2.3
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 4 59 106 105
Incidence rate: 0.6 2.1 2.9 2.7

Median age at diagnosis: 8 years 3 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
1 Precursor cell ymphomas

SN after Il (b) 1 I (b) 1 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
51 4.1% - 17 1.4 % 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015

8
W Girls Boys
6
4
. 1 III Ill i Il
<11 2 3 4 5 6 7 8 9 10 11 12 13 14
Age

N %
774 100.0
274 354
136 17.6
144 18.6
220 284

0
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o
c
(@)
3
(@)

2 Mature B-cell lymphomas (except Burkitt lymphoma)

Cases in Germany aged under 15 years (1980-2015): 422

Selected characteristics Germany 2006-2015

Relative frequency: 136 /17580 = 0.8 %

Relative frequency of trial patients: 96.3 %
Incidence rates per million: Girls Boys = Total
Number of cases: 48 88 136
Standardized rate *: 0.8 1.4 1.1
Cumulative incidence: 13 23 18
Sex ratio (m/f): 1.8
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 0 10 45 81
Incidence rate: 0.0 0.4 1.2 2.1

Median age at diagnosis: 11 years 6 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
2 Mature B-cell lymphomas (except Burkitt lymphoma)

SN after Il (b) 2 I (b) 2 as SN after any primary

% of all Cumulative % of all ~ Cumulative
N 1253 SN incidence N 1253 SN incidence
10 0.8 % 4.9 % 17 1.4 % 0.0 %
* Standard: Segi world standard population
Age- and sex-specific incidence rates per million
Germany 2006-2015
8
M Girls Boys
6
4
2

0 .||||II..|I|

<t 1 2 3 4 5 6 7 8 9 10 11 12 13 14

Age



26 Il (b) Non-Hodgkin lymphomas - Extended ICCC-3

Germany 2006-2015 N %
Non-Hodgkin lymphomas 774 100.0
1 Precursor cell lymphomas 274 35.4
2 Mature B-cell ymphomas (except Burkitt lymphoma) 136 17.6
8 3 Mature T-cell and NK-cell lymphomas 144 18.6
8 4 Non-Hodgkin lymphomas, NOS 220 28.4
c
o
o
(@) .
3 Mature T-cell and NK-cell lymphomas 4 Non-Hodgkin lymphomas, NOS
Cases in Germany aged under 15 years (1980-2015): 472 Cases in Germany aged under 15 years (1980-2015): 711
Selected characteristics Germany 2006-2015 Selected characteristics Germany 2006-2015
Relative frequency: 144 /17580 = 0.8 % Relative frequency: 220/17580=1.3 %
Relative frequency of trial patients: 97.9 % Relative frequency of trial patients: 94.1 %
Incidence rates per million: Girls Boys | Total Incidence rates per million: Girls Boys | Total
Number of cases: 49 95 144 Number of cases: 50 170 220
Standardized rate *: 0.9 1.6 1.2 Standardized rate *: 0.9 2.8 1.9
Cumulative incidence: 13 25) 19 Cumulative incidence: 14 45 30
Sex ratio (m/f): 1.9 Sex ratio (m/f): 3.4
Age-specific incidence rates per million: Age-specific incidence rates per million:
<1 1-4 5-9 | 10-14 <1 1-4 5-9 | 10-14
Number of cases: 1 22 42 79 Number of cases: 1 30 83 106
Incidence rate: 0.1 0.8 1.2 2.0 Incidence rate: 0.1 1.1 2.3 2.7
Median age at diagnosis: 10 years 11 months Median age at diagnosis: 9 years 9 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

3 Mature T-cell and NK-cell lymphomas 4 Non-Hodgkin lymphomas, NOS
SN after Il (b) 3 I (b) 3 as SN after any primary SN after Il (b) 4 Il (b) 4 as SN after any primary
% of all Cumulative % of all Cumulative % of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence
12 1.0% - 8 0.6 % 0.0 % 13 1.0 % 4.5 % 19 1.5% 0.1 %
* Standard: Segi world standard population * Standard: Segi world standard population
Age- and sex-specific incidence rates per million Age- and sex-specific incidence rates per million
Germany 2006-2015 Germany 2006-2015
8 8
M Girls Boys EGirls Boys
6 6
4 4
| I | I
. |||.I||..I || o --Illll--llll
<1 2 3 4 5 6 7 8 9 10 11 12 13 14 <1 6 7 8 9 10 11 12 13 14

Age Age



Il (c) Burkitt lymphoma 27

Cases in Germany aged under 15 years (1980-2015): 1170 8
Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million g
Relative frequency: 316/17580=1.8 % szrmany 20062015 g
Relative frequency of trial patients: 98.1 % o W Girls Boys o
1
Incidence rates per million: Girls Boys @ Total 8
Number of cases: 50 266 316 6
Standardized rate *: 0.9 4.7 2.8
Cumulative incidence: 14 71 43 !

Sex ratio (m/f): 5.8 I I
0

Age-specific incidence rates per million: <11 2 3 45 6 7 8 91011 12 13 14

<1 1-4 5-9 | 10-14 Age
) Standardized* annual incidence rates per million
Number of cases : 0 70 148 98 Germany 1980-2015
Incidence rate: 0.0 2.5 4.1 25 5
Median age at diagnosis: 7 years 10 months 4
5-year 10-year |15-year g4
Survival probabilities: 93 % 92 % 92 %
2
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative L
N % of all 4335 deaths mortality rate mortality
B85 0.8 % 0.3 4 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
11 (c) Burkitt lymphoma Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015
SN after Il (c) I (c) as SN after any primary
% of all Cumulative % of all Cumulative Incidence rates
N 1253 SN incidence N 1253 SN incidence =0
[ 0.7to <3.9
17 1.4% 3.3% 4 0.3 % 0.0 % I 3.9t0 <65
Bl 65t0 <115

Il ->115
* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
100 -

-

80 -

60 -

1980-1989 (n=151) x :
40 - g ==y =
e %

1990-1999 (n=464)

2000-2009 (n=379)
20 - 2010-2013 (insufficient data)
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28 |l CNS and miscellaneous intracranial and intraspinal neoplasms

(a) Ependymomas and choroid plexus tumour (d) Other gliomas
(b) Astrocytomas (e) Other specified intracranial and intraspinal neoplasms
(c) Intracranial and intraspinal embryonal tumours (f) Unspecified intracranial and intraspinal neoplasms

Cases in Germany aged under 15 years (1980-2015): 12492

Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
Germany 2006-2015
Relative frequency: 4317 / 17580 = 24.6 % 70
Relative frequency of trial patients: 94.6 % 60 W Girls Boys
. I . 50
Incidence rates per million: Girls Boys @ Total
Number of cases: 1948 2369 4317 40
Standardized rate *: SIS 42.8 40.1 30
Cumulative incidence: 551 635 594 20
Sex ratio (m/f): 12 10
.f. . . .”. 0
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 302 1253 1420 1342 Germany 1980-2015
Incidence rate: 44.3 45.4 39.2 344 60
Median age at diagnosis: 7 years 0 months 50
5-year 10-year @ 15-year 40
Survival probabilities: 78 % 74 % - 30
Mortality per million within 15 yrs. of diagnosis (1991-2000): 20
Number of deaths Standardized* Cumulative 10
N % of all 4335 deaths mortality rate mortality
1256 29.0 % 10.0 145 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
Il CNS and miscellaneous intracranial and intraspinal neoplasms Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015
SN after IlI Ill as SN after any primary
% of all Cumulative % of all Cumulative Incidence rates
N 1253 SN incidence N 1253 SN incidence [lotw<152
[]15.2t0 <253
227 181 % 7.3 % 287 229% 1.7 % Ll253t0<317
[ 31.7to <46.2
I 46.2to <55.9,
) . [l 55.9 to <67.6
* Standard: Segi world standard population T

<

Survival probabilities by year of diagnosis Germany 1980-2013
100 -

80 -

60 -

Pl e (.

1980-1989 (n=1905)

1990-1999 (n=3472)

20 - 2000-2009 (n=4221)

] 2010-2013 (insufficient data)
0 ]
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lll (a) Ependymomas and choroid plexus tumour 29

Cases in Germany aged under 15 years (1980-2015): 1253 8

(7))

Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million 8

. Germany 2006-2015 o))

Relative frequency: 430/17580 =2.5 % 16 I

Relative frequency of trial patients: 95.8 % 14 H Girls Boys o
12
Incidence rates per million: Girls Boys = Total 10
Number of cases: 185 245 430 8
Standardized rate *: 3.9 4.7 4.3 6
Cumulative incidence: 54 67 60 4
Sex ratio (m/f): 1.3 2
0

Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 5-9 | 10-14 Age
) Standardized* annual incidence rates per million
Number of cases : 81 172 85 92 Germany 1980-2015
Incidence rate: 11.9 6.2 2.3 24 8
Median age at diagnosis: 3 years 10 months
6
5-year 10-year | 15-year
Survival probabilities: 82 % 75 % 71 % 4
Mortality per million within 15 yrs. of diagnosis (1991-2000): )
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
154 3.6 % 1.3 18 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
11l (@) Ependymomas and choroid plexus tumour Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015
SN after Il (a) Il (@) as SN after any primary
% of all Cumulative % of all  Cumulative Incidence rates
N 1253 SN incidence N 1253 SN incidence E =0
0.8t0<6.2
26 21% 7.3% 10 0.8 % 0.0 % Il 6.2t0 <9.3
Il 93to<15.2

M =152
* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
100 -,

80 |
60 |
40 -
1 1980-1989 (n=218)
1 1990-1999 (n=351)
20
| ———2000-2009 (n=403)
] 2010-2013 (insufficient data)
0
0 5 10 15 20 25 30

Years



30 Il (a) Ependymomas and choroid plexus tumour - Extended ICCC-3

Germany 2006-2015 N %
Ependymomas and choroid plexus tumour 430 100.0
1 Ependymomas 330 76.7
2 Choroid plexus tumour 100 233
0
]
(%)
o
C .
= 1 Ependymomas 2 Choroid plexus tumour
o Cases in Germany aged under 15 years (1980-2015): 1004 Cases in Germany aged under 15 years (1980-2015): 249
Selected characteristics Germany 2006-2015 Selected characteristics Germany 2006-2015
Relative frequency: 330/17580=1.9 % Relative frequency: 100/17580 = 0.6 %
Relative frequency of trial patients: 96.7 % Relative frequency of trial patients: 93.0 %
Incidence rates per million: Girls Boys Total Incidence rates per million: Girls Boys Total
Number of cases: 133 197 330 Number of cases: 52 48 100
Standardized rate *: 2.8 3.7 3.3 Standardized rate *: 11 1.0 1.1
Cumulative incidence: 38 58 46 Cumulative incidence: 15 13 14
Sex ratio (m/f): 15 Sex ratio (m/f): 0.9
Age-specific incidence rates per million: Age-specific incidence rates per million:
<1 1-4 5-9 | 10-14 <1 1-4 5-9 | 10-14
Number of cases: 36 144 68 82 Number of cases: 45 28 17 10
Incidence rate: 5.8 5.2 1.9 2.1 Incidence rate: 6.6 1.0 0.5 0.3
Median age at diagnosis: 4 years 5 months Median age at diagnosis: 1 year 5 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

1 Ependymomas 2 Choroid plexus tumour
SN after Il (a) 1 IIl (&) 1 as SN after any primary SN after Il (a) 2 11l (@) 2 as SN after any primary
% of all Cumulative % of all Cumulative % of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence
21 1.7% 8.1% 7 0.6 % 0.0 % 5 0.4 % 3.6 % 3 0.2 % 0.0 %
* Standard: Segi world standard population * Standard: Segi world standard population
Age- and sex-specific incidence rates per million Age- and sex-specific incidence rates per million
Germany 2006-2015 Germany 2006-2015
12 12
10 10
W Girls Boys M Girls Boys
8 8
6 6
4 4
2 I I 2
0 I I I [ | I I || I I 0 I - W - l - i m - I -
<11 2 3 4 5 6 7 8 9 10 11 12 13 14 <11 2 3 4 5 6 7 8 9 10 11 12 13 14

Age Age



lIl (b) Astrocytomas 31

Cases in Germany aged under 15 years (1980-2015): 5508 8
Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million g
Relative frequency: 1986 / 17580 = 11.5 % G3e0rmany 20062015 g
Relative frequency of trial patients: 95.3 % ) | Girls Boys o
5
Incidence rates per million: Girls Boys Total 20
Number of cases: 960 1026 1986 15
Standardized rate *: 18.2 18.4 18.3
Cumulative incidence: 271 274 273 10
Sex ratio (m/f): 1.1 5
0

Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 103 558 684 641 Gorm any 1980-2015
Incidence rate: 15.1 20.2 18.9 16.4 30
Median age at diagnosis: 7 years 3 months o5
5-year 10-year | 15-year 20
Survival probabilities: 82 % 79 % - 15
Mortality per million within 15 yrs. of diagnosis (1991-2000): 10
Number of deaths Standardized* Cumulative 5
N % of all 4335 deaths mortality rate mortality
416 9.6 % 3.1 47 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
11l (b) Astrocytomas Standardized* incidence rates per million by districts
i (Landkreise) Germany 2006-2015
SN after Il (b) Il (b) as SN after any primary
% of all Cumulative % of all Cumulative Incidence rates
N 1253 SN incidence N 1253 SN incidence [lotw=<21
[J21to<79
43 3.4 % 22% 93 7.4 % 0.3 % B 7oto<118

[ 11.8t0 <21.8
I 21.8to <27.9,
Il 27.9t0 <359

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
100 -,

80 -
60 -
40 -
] 1980-1989 (n=692)
] 1990-1999 (n=1502)
20 -
] 2000-2009 (n=2008)
| 2010-2013 (insufficient data)
0
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32 I (c) Intracranial and intraspinal embryonal tumours

Cases in Germany aged under 15 years (1980-2015): 2758

Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
Germany 2006-2015
Relative frequency: 754117580 = 4.4 % 20
Relative frequency of trial patients: 96.6 % W Girls Boys
15
Incidence rates per million: Girls Boys @ Total
Number of cases: 288 466 754 10
Standardized rate *: 5.9 8.9 7.4
Cumulative incidence: 83 127 106 5
Sex ratio (m/f): 1.6
0

Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 7 290 272 115 Germany 1980-2015
Incidence rate: 11.3 10.5 7.5 29 20
Median age at diagnosis: 5 years 3 months
15
5-year 10-year @ 15-year
Survival probabilities: 67 % 60 % - 10
Mortality per million within 15 yrs. of diagnosis (1991-2000): 5
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
486 112 % 4.0 57 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
Il (c) Intracranial and intraspinal embryonal tumours Standardized* incidence rates per million by districts
. (Landkreise) Germany 2006-2015
SN after Ill (c) Il (c) as SN after any primary
% of all Cumulative % of all  Cumulative Incidence rates
N 1253 SN incidence N 1253 SN incidence % =0
1.6t0<3.3
132 105% 16.6 % 15 1.2% 0.0 % I 33t0<98

Il 98to<144
Bl 14.4t0 <20.6

* Standard: Segi world standard population . =200

Survival probabilities by year of diagnosis Germany 1980-2013
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[l (c) Intracranial and intraspinal embryonal tumours - Extended ICCC-3 33

Germany 2006-2015 N %

Intracranial and intraspinal embryonal tumours 754 100.0
1 Medulloblastomas 535 710
2 Primitive neuroectodermal tumour (PNET) 71 9.4
3 Medulloepithelioma 8 1.1
4 Atypical teratoid/rhabdoid tumour 140 18.6

1 Medulloblastomas

Cases in Germany aged under 15 years (1980-2015): 2096
Selected characteristics Germany 2006-2015

Relative frequency: 535/17580 = 3.0 %

Relative frequency of trial patients: 99.1 %
Incidence rates per million: Girls Boys | Total
Number of cases: 194 341 535
Standardized rate *: 3.8 6.3 5.1
Cumulative incidence: 55 92 74
Sex ratio (m/f): 1.8
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 17 179 285! 104
Incidence rate: 2.3 615 615 2.7

Median age at diagnosis: 6 years 7 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
1 Medulloblastomas

SN after Il (c) 1 11l (c) 1 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
114 9.1% 18.4 % 6 0.5% 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015
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2 Primitive neuroectodermal tumour (PNET)

Cases in Germany aged under 15 years (1980-2015): 406
Selected characteristics Germany 2006-2015

Relative frequency: 71/17580 = 0.4 %

Relative frequency of trial patients: 98.6 %
Incidence rates per million: Girls Boys Total
Number of cases: 31 40 71
Standardized rate *: 0.7 0.8 0.7
Cumulative incidence: 9 11 10
Sex ratio (m/f): 1.3
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 6 42 14 9
Incidence rate: 0.9 N5 0.4 0.2

Median age at diagnosis: 3 years 7 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
2 Primitive neuroectodermal tumour (PNET)

SN after Il (c) 2 11l (c) 2 as SN after any primary

% of all Cumulative % ofall  Cumulative
N 1253 SN incidence N 1253 SN incidence
16 1.3% 7.4 % 8 0.6 % 0.0 %
* Standard: Segi world standard population
Age- and sex-specific incidence rates per million
Germany 2006-2015
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34 |l (c) Intracranial and intraspinal embryonal tumours - Extended ICCC-3

Germany 2006-2015 N %

Intracranial and intraspinal embryonal tumours 754 100.0
1 Medulloblastomas 535 71.0
2 Primitive neuroectodermal tumour (PNET) 71 9.4
3 Medulloepithelioma 8 11
4 Atypical teratoid/rhabdoid tumour 140 18.6
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4 Atypical teratoid/rhabdoid tumour

Cases in Germany aged under 15 years (1980-2015): 234

Selected characteristics Germany 2006-2015

Relative frequency: 140/ 17580 = 0.8 %

Relative frequency of trial patients: 86.4 %
Incidence rates per million: Girls Boys | Total
Number of cases: 60 80 140
Standardized rate *: 14 1.7 15
Cumulative incidence: 18 23 20
Sex ratio (m/f): 1.3

Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 51 68 20 1
Incidence rate: 7.5 25 0.6 0.0
Median age at diagnosis: 1 year 6 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
4 Atypical teratoid/rhabdoid tumour

SN after Il (c) 4 11l (c) 4 as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
2 0.2% 1.0% 1 0.1 % 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015
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Cases in Germany aged under 15 years (1980-2015): 995

Selected characteristics Germany 2006-2015

Relative frequency: 445/ 17580 = 2.6 %

Relative frequency of trial patients: 92.4 %
Incidence rates per million: Girls Boys = Total
Number of cases: 213 232 445
Standardized rate *: 3.9 4.0 4.0
Cumulative incidence: 60 61 61
Sex ratio (m/f): 1.1
Age-specific incidence rates per million:
<1 1-4 5-9 | 10-14
Number of cases : 12 101 172 160
Incidence rate: 1.8 3.7 4.7 4.1
Median age at diagnosis: 7 years 11 months
5-year 10-year | 15-year
Survival probabilities: 50 % - -
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
120 2.8 % 0.9 14

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

Il (d) Other gliomas

SN after Il (d) Il (d) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
8 0.6 % 1.9 % 23 1.8% 0.1%

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
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36 Il (d) Other gliomas - Extended ICCC-3

Germany 2006-2015 N %

Other gliomas 445 100.0
1 Oligodendrogliomas 10 2.2
2 Mixed and unspecified gliomas 417 93.7
3 Neuroepithelial glial tumours of uncertain origin 18 4.0

1 Oligodendrogliomas
Cases in Germany aged under 15 years (1980-2015): 115
Selected characteristics Germany 2006-2015

Relative frequency: 10/17580 = 0.1 %

Relative frequency of trial patients: 80.0 %
Incidence rates per million: Girls Boys Total
Number of cases: 8 7 10
Standardized rate *: 0.0 0.1 0.1
Cumulative incidence: 1 2 1
Sex ratio (m/f): 2.3
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 0 1 1 8
Incidence rate: 0.0 0.0 0.0 0.2

Median age at diagnosis: 13 years 3 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
1 Oligodendrogliomas

SN after Il (d) 1 Il (d) 1 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
1 0.1% 1.4 % 5 0.4 % 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015
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2 Mixed and unspecified gliomas
Cases in Germany aged under 15 years (1980-2015): 846
Selected characteristics Germany 2006-2015

Relative frequency: 417 /17580 = 2.4 %

Relative frequency of trial patients: 92.3 %
Incidence rates per million: Girls Boys Total
Number of cases: 200 217 417
Standardized rate *: 3.7 3.8 3.7
Cumulative incidence: 56 58 57
Sex ratio (m/f): 11
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 11 95 168 143
Incidence rate: 1.6 3.4 4.6 3.7

Median age at diagnosis: 7 years 10 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
2 Mixed and unspecified gliomas

SN after Il (d) 2 Il (d) 2 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
7 0.6 % 21% 18 14 % 0.1 %
* Standard: Segi world standard population
Age- and sex-specific incidence rates per million
Germany 2006-2015
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[l (e) Other specified intracranial and intraspinal neoplasms 37

Cases in Germany aged under 15 years (1980-2015): 1622

Selected characteristics Germany 2006-2015

Relative frequency: 631/17580 = 3.7 %
Relative frequency of trial patients: 92.4 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 269 362 631
Standardized rate *: 4.8 6.2 515
Cumulative incidence: 75 95 85
Sex ratio (m/f): 1.3

Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases : 22 120 192 297
Incidence rate: 3.2 4.4 5.8 7.6
Median age at diagnosis: 9 years 8 months

5-year 10-year | 15-year
Survival probabilities: 96 % 94 % -

Mortality per million within 15 yrs. of diagnosis (1991-2000):

Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
41 0.9 % 0.3 5

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
11l (e) Other specified intracranial and intraspinal neoplasms

SN after Ill (e) Il (¢) as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
16 1.3 % 2.6 % 137 109% 1.2%

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
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38 1l (e) Other specified intracranial and intraspinal neoplasms - Extended ICCC-3

Germany 2006-2015 N %

Other specified intracranial and intraspinal neoplasms 631 100.0
1 Pituitary adenomas and carcinomas 34 5.4
2 Tumours of the sellar region (craniopharyngiomas) 191 30.3
3 Pineal parenchymal tumours 30 4.8
4 Neuronal and mixed neuronal-glial tumours 332 526
5 Meningiomas 44 7.0

1 Pituitary adenomas and carcinomas

Cases in Germany aged under 15 years (1980-2015): 94
Selected characteristics Germany 2006-2015

Relative frequency: 34 /17580 =0.2 %

Relative frequency of trial patients: 64.7 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 15 19 34
Standardized rate *: 0.2 0.3 0.3
Cumulative incidence: 4 5 4
Sex ratio (m/f): 1.3
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 0 1 4 29
Incidence rate: 0.0 0.0 0.1 0.7

Median age at diagnosis: 12 years 8 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
1 Pituitary adenomas and carcinomas

SN after 1l (e) 1 Il (e) 1 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
2 0.2% 5.2 % 6 0.5 % 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015
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2 Tumours of the sellar region (craniopharyngiomas)

Cases in Germany aged under 15 years (1980-2015): 617
Selected characteristics Germany 2006-2015

Relative frequency: 191/17580=1.1 %

Relative frequency of trial patients: 99.5 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 99 92 191
Standardized rate *: 1.8 1.6 1.7
Cumulative incidence: 28 24 26
Sex ratio (m/f): 0.9
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 2 43 73 13
Incidence rate: 0.3 1.6 2.0 1.9

Median age at diagnosis: 8 years 5 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
2 Tumours of the sellar region (craniopharyngiomas)

SN after Il (e) 2 11l (e) 2 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
8 0.2 % 1.0% 0 0.0 % 0.0 %
* Standard: Segi world standard population
Age- and sex-specific incidence rates per million
Germany 2006-2015
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[l (e) Other specified intracranial and intraspinal neoplasms - Extended ICCC-3

39

Germany 2006-2015 N %
Other specified intracranial and intraspinal neoplasms 631 100.0
1 Pituitary adenomas and carcinomas 34 5.4
2 Tumours of the sellar region (craniopharyngiomas) 191 30.3
3 Pineal parenchymal tumours 30 4.8 8
4 Neuronal and mixed neuronal-glial tumours 332 526 8
5 Meningiomas 44 7.0 g)
©
.5

3 Pineal parenchymal tumours

Cases in Germany aged under 15 years (1980-2015): 125
Selected characteristics Germany 2006-2015

Relative frequency: 30/17580 =0.2 %

Relative frequency of trial patients: 100.0 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 17 13 30
Standardized rate *: 0.3 0.3 0.3
Cumulative incidence: 5 4 4
Sex ratio (m/f): 0.8
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 3 10 8 9
Incidence rate: 0.4 0.4 0.2 0.2

Median age at diagnosis: 7 years 7 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
3 Pineal parenchymal tumours

SN after Il (e) 3 Il (e) 3 as SN after any primary

4 Neuronal and mixed neuronal-glial tumours

Cases in Germany aged under 15 years (1980-2015): 635
Selected characteristics Germany 2006-2015

Relative frequency: 332/17580=1.9 %

Relative frequency of trial patients: 93.7 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 120 212 332
Standardized rate *: 2.2 3.6 2.9
Cumulative incidence: 33 56 45
Sex ratio (m/f): 1.8
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 17 62 92 161
Incidence rate: 25 2.2 25 4.1

Median age at diagnosis: 9 years 9 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
4 Neuronal and mixed neuronal-glial tumours

SN after Il (e) 4 Il (e) 4 as SN after any primary

% of all Cumulative % of all Cumulative % of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence
1 0.1 % 1.5% 2 0.2 % 0.0 % 2 0.2% 1.9% 4 0.3% 0.0 %
* Standard: Segi world standard population * Standard: Segi world standard population
Age- and sex-specific incidence rates per million Age- and sex-specific incidence rates per million
Germany 2006-2015 Germany 2006-2015
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40 1l (e) Other specified intracranial and intraspinal neoplasms - Extended ICCC-3

Germany 2006-2015 N %
Other specified intracranial and intraspinal neoplasms 631 100.0
1 Pituitary adenomas and carcinomas 34 54
2 Tumours of the sellar region (craniopharyngiomas) 191 30.3
8 3 Pineal parenchymal tumours 30 4.8
8 4 Neuronal and mixed neuronal-glial tumours 332 526
C . .
o 5 Meningiomas 44 7.0
8
(@)

5 Meningiomas

Cases in Germany aged under 15 years (1980-2015): 151

Selected characteristics Germany 2006-2015

Relative frequency: 44 /17580 = 0.3 %

Relative frequency of trial patients: 68.2 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 18 26 44
Standardized rate *: 0.3 0.4 0.4
Cumulative incidence: 5 7 6
Sex ratio (m/f): 1.4

Age-specific incidence rates per million:

<1 1-4 5 10-14
Number of cases: 0 4 15 25
Incidence rate: 0.0 0.1 0.4 0.6
Median age at diagnosis: 10 years 9 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
5 Meningiomas

SN after Il (e) 5 Il (e) 5 as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
8 0.6 % 13.7 % 125 10.0% 1.2 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015
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IV (a) Neuroblastoma and ganglioneuroblastoma 41

Cases in Germany aged under 15 years (1980-2015): 4286
Selected characteristics Germany 2006-2015

Relative frequency: 1205/17580 =7 %

Relative frequency of trial patients: 99.3 %
Incidence rates per million: Girls Boys = Total
Number of cases: 523 682 1205
Standardized rate *: 12.0 14.9 135
Cumulative incidence: 156 193 175
Sex ratio (m/f): 1.3
Age-specific incidence rates per million:
<1 1-4 5-9 | 10-14
Number of cases : 562 533 84 26
Incidence rate: 82.4 19.3 2.3 0.7
Median age at diagnosis: 1 year 2 months
5-year 10-year @ 15-year
Survival probabilities: 80 % 78 % 77 %
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
456 10.5 % 4.0 54

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
IV (a) Neuroblastoma and ganglioneuroblastoma

SN after IV (a) IV (a) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
63 5.0 % 2.8 % 11 0.9% 0.0 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
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42 V Retinoblastoma

Cases in Germany aged under 15 years (1980-2015): 1364
Selected characteristics Germany 2006-2015
Relative frequency: 382/17580=2.2 %

Relative frequency of trial patients: -

Incidence rates per million: Girls Boys @ Total
Number of cases: 179 203 382
Standardized rate *: 4.2 4.5 4.3
Cumulative incidence: 54 57 56
Sex ratio (m/f): 11
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases : 170 199 9 4
Incidence rate: 24.9 7.2 0.2 0.1

Median age at diagnosis: 1 year 2 months

15-year
Survival probabilities: -

5-year ‘ 10-year

Mortality per million within 15 yrs. of diagnosis (1991-2000):

Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
9 0.2 % 0.1 1

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
V Retinoblastoma

SN after V V as SN after any primary

% of all Cumulative % of all Cumulative

N 1253 SN incidence N 1253 SN incidence
36 2.9% 6.4 % 3 0.2% 0.0 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
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VI (a) Nephroblastoma and other non-epithelial renal tumours

Cases in Germany aged under 15 years (1980-2015): 3281
Selected characteristics Germany 2006-2015

Relative frequency: 950/ 17580 =5.5 %

Relative frequency of trial patients: 99.3 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 509 441 950
Standardized rate *: 11.1 9.2 10.1
Cumulative incidence: 149 123 136
Sex ratio (m/f): 0.9
Age-specific incidence rates per million:
<1 1-4 5-9 | 10-14
Number of cases : 1517 547 210 36
Incidence rate: 23.0 19.8 5.8 0.9
Median age at diagnosis: 3 years 1 month
5-year 10-year | 15-year
Survival probabilities: 94 % 93 % 93 %

Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
123 2.8 % 1.1 15

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
VI (a) Nephroblastoma and other non-epithelial renal tumours

SN after VI (a) VI (a) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
46 3.7% 4.2 % 8 0.6 % 0.0 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
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44 VI (a) Nephroblastoma and other non-epithelial renal tumours - Extended ICCC-3

Germany 2006-2015

N %

Nephroblastoma and other non-epithelial renal tumours 950 100.0

1 Nephroblastoma 926 97.5
2 Rhabdoid renal tumour 18 1.9
3 Kidney sarcomas 6 0.6
4 Peripheral neuroectodermal tumour (pPNET) of kidney 0 0.0

1 Nephroblastoma

Cases in Germany aged under 15 years (1980-2015): 3172

Selected characteristics Germany 2006-2015

Relative frequency: 926 /17580 =5.3 %

Relative frequency of trial patients: 99.4 %
Incidence rates per million: Girls Boys | Total
Number of cases: 496 430 926
Standardized rate *: 10.8 9.0 9.9
Cumulative incidence: 146 120 133
Sex ratio (m/f): 0.9

Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 147 539 206 34
Incidence rate: 21.6 19.5 5.7 0.9
Median age at diagnosis: 3 years 2 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
1 Nephroblastoma

SN after VI (a) 1 VI (a) 1 as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
43 3.4 % 4.2 % 7 0.6 % 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015
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2 Rhabdoid renal tumour

Cases in Germany aged under 15 years (1980-2015): 55

Selected characteristics Germany 2006-2015

Relative frequency: 18/17580 = 0.1 %
Relative frequency of trial patients: 94.4 %
Incidence rates per million: Girls Boys | Total
Number of cases: 9 9 18
Standardized rate *: 0.2 0.2 0.2
Cumulative incidence: 3 3 3
Sex ratio (m/f): 1.0
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 8 8 1 1
Incidence rate: 1.2 0.3 0.0 0.0
Median age at diagnosis: 1 year 1 month

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

2 Rhabdoid renal tumour

SN after VI (a) 2 VI (a) 2 as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
2 0.2% 6.7 % 1 0.1 % 0.0 %

* Standard: Segi world standard population
Age- and sex-specific incidence rates per million
Germany 2006-2015

25

W Girls
2.0

1.5

1.0

0.5 I
0.0 I

Boys
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VI (b) Renal carcinomas 45

Cases in Germany aged under 15 years (1980-2015): 65 8
(7))
Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million 8
Germany 2006-2015 o))
Relative frequency: 24 /17580 = 0.1 % 16 <
Relative frequency of trial patients: 83.3 % W Girls Boys o
1.2
Incidence rates per million: Girls Boys | Total
Number of cases: 9 15 24 08
Standardized rate *: 0.1 0.2 0.2
Cumulative incidence: 2 4 3 0.4

Sex ratio (m/f): 1.7 I I I I I I I
0.0

Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 1 0 4 19 Germany 1980-2015
Incidence rate: 0.1 0.0 0.1 05 05
Median age at diagnosis: 12 years 3 months 04
5-year 10-year | 15-year 03
Survival probabilities: 93 % - -
0.2
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 01
N % of all 4335 deaths mortality rate mortality V
8 0.1 % 0.0 0 0.0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
VI (b) Renal carcinomas
SN after VI (b) VI (b) as SN after any primary
% of all Cumulative % of all ~ Cumulative
N 1253 SN incidence N 1253 SN incidence
1 0.1 % 1.8% 9 0.7 % 0.0 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100 =——
80 No map due to sparse data
60
40
1980-1989 (n=11)
1990-1999 (n=14)
20
2000-2009 (n=26)
2010-2013 (insufficient data)
0
0 5 10 15 20 25 30

Years



46 VIl (a) Hepatoblastoma

Germany 2006-2015

W Girls Boys

8 Cases in Germany aged under 15 years (1980-2015): 533
§ Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
g Relative frequency: 224117580 =1.3 % 14
a Relative frequency of trial patients: 77.7 % 12
Incidence rates per million: Girls Boys @ Total 10
Number of cases: 95 129 224 8
Standardized rate *: 2.2 2.8 25 6
Cumulative incidence: 28 36 32 4
Sex ratio (m/f): 1.4 2

Age-specific incidence rates per million:

Standardized* annual incidence rates per million

0||II- mm - -

<11

2 3 45 6 7 8 9 10 11 12 13 14
Age

Germany 1980-2015

<1 1-4 5-9 10-14
Number of cases : 74 128 13 9
Incidence rate: 10.8 4.6 0.4 02 50
Median age at diagnosis: 1 year 6 months

4.0

5-year 10-year @ 15-year 3.0

Survival probabilities: 80 % 78 % 78 %
2.0
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 1.0
N % of all 4335 deaths mortality rate mortality
36 0.8 % 0.3 4 0.0
1980

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
VII (a) Hepatoblastoma

SN after VII (a) VIl (a) as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
3 0.2 % 1.5% 2 0.2 % 0.0 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100
80
60
40
1980-1989 (n=82)
1990-1999 (n=123)
20
2000-2009 (n=167)
2010-2013 (insufficient data)
0
0 5 10 15 20 25 30

Years
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Years

No map due to sparse data



VII (b) Hepatic carcinomas 47

Cases in Germany aged under 15 years (1980-2015): 115 8
(7))

Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million o
c

Germany 2006-2015 o))

Relative frequency: 28/17580=0.2 % 16 <
Relative frequency of trial patients: 75.0 % W Girls Boys o

12

Incidence rates per million: Girls Boys Total

Number of cases: 13 15 28 0.8

Standardized rate *: 0.2 0.2 0.2

Cumulative incidence: 3 4 4 0.4

Sex ratio (m/f): 1.2 I I
0.0

Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 59 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 0 1 6 21 Germany 1980-2015
Incidence rate: 0.0 0.0 0.2 0.5 10
Median age at diagnosis: 12 years 10 months 0.8
5-year 10-year 15-year g
Survival probabilities: - - -
0.4
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 02
N % of all 4335 deaths mortality rate mortality
17 0.4 % 0.1 2 0.0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
VIl (b) Hepatic carcinomas
SN after VII (b) VIl (b) as SN after any primary
% of all Cumulative % ofall  Cumulative
N 1253 SN incidence N 1253 SN incidence
1 0.1 % 1.0% 5 0.4 % 0.0 %
* Standard: Segi world standard population
Survival probabilities by year of diagnosis Germany 1980-2013
100
1980-1989 (n=33)
80 1990-1999 (n=21) No map due to sparse data
2000-2009 (n=45)
60 2010-2013 (insufficient data)
40
20
0
0 5 10 15 20 25 30

Years



48 VIl Malignant bone tumours

(a) Osteosarcomas (d) Other specified malignant bone tumours
(b) Chondrosarcomas (e) Unspecified malignant bone tumours
(c) Ewing tumour and related sarcomas of bone

8 Cases in Germany aged under 15 years (1980-2015): 2679
§ Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
& Relative frequency: 789/ 17580 = 4.5 % G; Or many 2006-2015
o Relative frequency of trial patients: 97.2 % ) | Girls Boys
5
Incidence rates per million: Girls Boys @ Total 20
Number of cases: 368 421 789 15
Standardized rate *: 6.0 6.7 6.4
Cumulative incidence: 99 108 104 10
Sex ratio (m/f): 11 5
0

Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 4 51 208 526 Germany 1980-2015
Incidence rate: 0.6 1.8 5.7 135 10
Median age at diagnosis: 11 years 11 months 8
5-year 10-year @ 15-year 6
Survival probabilities: - - -
4
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 2
N % of all 4335 deaths mortality rate mortality
275 6.3 % 1.9 31 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
VIl Malignant bone tumours Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015
SN after VIII VIl as SN after any primary
% of all Cumulative % of all  Cumulative Incidence rates
N 1253 SN incidence N 1253 SN incidence % =0
1.8to<3.2
66 5.3 % 5.2 % 65 5.2 % 0.2 % [ 32t0<84

Il s4to<114
Bl 11.4t0 <16.2-
B -> 162

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100 -
80 -
60 - .‘
T i %
40 1980-1989 (n=617)
1990-1999 (n=777)
Zoj 2000-2009 (n=801)
: 2010-2013 (insufficient data)
0

0 5 10 15 20 25 30

Years



Cases in Germany aged under 15 years (1980-2015): 1393
Selected characteristics Germany 2006-2015

Relative frequency: 392/17580 =2.3 %

Relative frequency of trial patients: 98.5 %
Incidence rates per million: Girls Boys Total
Number of cases: 190 202 392
Standardized rate *: 3.0 3.1 3.1
Cumulative incidence: 51 51 51
Sex ratio (m/f): 1.1

Age-specific incidence rates per million:

Age- and sex-specific incidence rates per million
Germany 2006-2015

20

16

12

Standardized* annual incidence rates per million

VIII (a) Osteosarcomas 49
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M Girls Boys

<11 2 3 45 6 7 8 9 10 11 12 13 14

Age

Germany 1980-2015

<1 1-4 5-9 | 10-14
Number of cases : 0 7 89 296
Incidence rate: 0.0 0.3 2.5 7.6
Median age at diagnosis: 12 years 6 months
5-year 10-year | 15-year
Survival probabilities: 76 % 71 % 70 %
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
142 33% 1.0 16

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
VIl (a) Osteosarcomas

SN after VIII (a) VIII (a) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
35 2.8% 6.1 % 44 3.5% 0.2 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
100 -

80 -
60 -
40 -

1980-1989 (n=338)

1990-1999 (n=411)
20 -

—2000-2009 (Nn=411)

2010-2013 (insufficient data)

0
0 5 10 15 20 25 30

Years

5

0

1980

1992 1998 2004 2010 2016
Years

Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015

[ 1.1to<4.0
I 40to<6.3
I 6.3to<10.2

Incidencerates




50 VI (c) Ewing tumour and related sarcomas of bone

8 Cases in Germany aged under 15 years (1980-2015): 1194
(%)
8 Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
[=)) . Germany 2006-2015
© Relative frequency: 361/17580=2.1% 10
o Relative frequency of trial patients: 98.3 % | Girls Boys
8
Incidence rates per million: Girls Boys @ Total
6
Number of cases: 161 200 361
Standardized rate *: 2.7 3.3 3.0 4
Cumulative incidence: 44 52 48
2
Sex ratio (m/f): 1.2
0

Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 3 41 109 208 Germany 1980-2015
Incidence rate: 0.4 1.5 3.0 5.3 6
Median age at diagnosis: 11 years 1 month 5
4
5-year 10-year @ 15-year
Survival probabilities: - - - 3
Mortality per million within 15 yrs. of diagnosis (1991-2000): 2
Number of deaths Standardized* Cumulative 1
N % of all 4335 deaths mortality rate mortality
124 2.9 % 0.9 14 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
VIII (c) Ewing tumour and related sarcomas of bone Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015
SN after VIII (c) VIII (c) as SN after any primary
% of all Cumulative % of all Cumulative Incidence rates
N 1253 SN incidence N 1253 SN incidence =0
[ 0.7to <4.4
29 23% 3.9% 17 1.4 % 0.1% Ml 44t0<7.1
Bl 7.1t0 <102
M -=>102

* Standard: Segi world standard population

WL
i ~&
Survival probabilities by year of diagnosis Germany 1980-2013 v}' % }ﬁ# "‘
l "

100 + w A
«i "'
80 - a *’
" o
e T
s
60 -
40 -
1980-1989 (n=258)
1990-1999 (n=345)
20 - ——2000-2009 (n=358)
2010-2013 (insufficient data)
0
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VIII (c) Ewing tumour and related sarcomas of bone - Extended ICCC-3 51

Germany 2006-2015 N %

Ewing tumour and related sarcomas of bone 361 100.0
1 Ewing tumour and Askin tumour of bone 340 94.2
2 Peripheral neuroectodermal tumour (pPNET) of bone 21 58

1 Ewing tumour and Askin tumour of bone

Cases in Germany aged under 15 years (1980-2015): 1027

Selected characteristics Germany 2006-2015

Relative frequency: 340/17580 =1.9 %

Relative frequency of trial patients: 98.5 %
Incidence rates per million: Girls Boys Total
Number of cases: 151 189 340
Standardized rate *: 25 3.1 2.8
Cumulative incidence: 41 49 45
Sex ratio (m/f): 1.3

Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 1 35 102 202
Incidence rate: 0.1 1.3 2.8 5.2
Median age at diagnosis: 11 years 4 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
1 Ewing tumour and Askin tumour of bone

SN after VIII (c) 1 VIl (c) 1 as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
23 1.8% 3.6 % 11 0.9 % 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015

10
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52 IX Soft tissue and other extraosseous sarcomas

(a) Rhabdomyosarcomas

(b) Fibrosarcomas, peripheral nerve sheath tumours and other fibrous neoplasms

(c) Kaposi sarcoma

Cases in Germany aged under 15 years (1980-2015): 3507

Selected characteristics Germany 2006-2015

Relative frequency: 1001 /17580 =5.7 %

Relative frequency of trial patients: 98.1 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 461 540 1001
Standardized rate *: 8.8 ©e 9.4
Cumulative incidence: 130 145 138
Sex ratio (m/f): 1.2
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases : 126 272 265 338
Incidence rate: 18.5 9.9 7.3 8.7

Median age at diagnosis: 6 years 7 months

5-year
Survival probabilities: 74 %

10-year
71 %

15-year
70 %

Mortality per million within 15 yrs. of diagnosis (1991-2000):

Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
391 9.0 % 3.1 45

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

IX Soft tissue and other extraosseous sarcomas

SN after IX IX as SN after any primary

% of all Cumulative % of all Cumulative

N 1253 SN incidence N 1253 SN incidence
94 7.5 % 7.2 % 70 5.6 % 0.3%

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100 -
80 -
60 -
40 -
1 1980-1989 (n=729)
1 1990-1999 (n=1080)
20j 2000-2009 (n=1100)
| ==—=2010-2013 (n=385)
0
0 5 10 15 20 25 30

(d) Other specified soft tissue sarcomas
(e) Unspecified soft tissue sarcomas

Age- and sex-specific incidence rates per million
Germany 2006-2015

30

W Girls Boys
25

20
15

10

<11 2 3 45 6 7 8 9 10 11 12 13 14

Age
Standardized* annual incidence rates per million 9
Germany 1980-2015

20

15

10

0
1980 1986 1992 1998 2004 2010 2016
Years

Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015

Incidence rates
[1=0
[C]19to<5.3
[ 53t0<12.3
Il 12.3t0 <16.5
I 16.5t0 <22.9-
M =>229

Years



IX (a) Rhabdomyosarcomas 53

Cases in Germany aged under 15 years (1980-2015): 1983 8
(7))
Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million 8
Germany 2006-2015 o))
Relative frequency: 515/17580 =3 % 14 @
Relative frequency of trial patients: 99.6 % 12 W Girls Boys o
. T . 10
Incidence rates per million: Girls Boys Total
Number of cases: 228 287 S5 8
Standardized rate *: 4.5 515 5.0 6
Cumulative incidence: 65 78 72 4
Sex ratio (m/f): 1.3 2
.f. . . .II. 0
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
) Standardized* annual incidence rates per million
Number of cases : 48 197 155 115 Germany 1980-2015
Incidence rate: 7.0 7.1 4.3 2.9 10
Median age at diagnosis: 5 years 3 months 8
5-year 10-year | 15-year 6
Survival probabilities: 74 % 72 % 71 %
4
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 2
N % of all 4335 deaths mortality rate mortality
237 5.5 % 1.9 27 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years

IX (a) Rhabdomyosarcomas

SN after IX (a) IX (a) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
63 5.0 % 7.5 % 14 11% 0.0 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100 -
80 -
60 -
40 1980-1989 (n=440)
1990-1999 (n=651)
20 - 2000-2009 (n=588)
e=——2010-2013 (n=206)
0
0 5 10 15 20 25 30

Years

Standardized* incidence rates per million by districts
(Landkreise) Germany 2006-2015

Incidence rates
=0

I 11t0<6.9

I 6.9t0 <107

B 10.7 to <15.9




54

8 Cases in Germany aged under 15 years (1980-2015): 329
(%)
8 Selected characteristics Germany 2006-2015
% Relative frequency: 106 /17580 = 0.6 %
a Relative frequency of trial patients: 95.3 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 48 58 106
Standardized rate *: 0.9 1.1 1.0
Cumulative incidence: 14 16 15
Sex ratio (m/f): 1.2
Age-specific incidence rates per million:
<1 1-4 5-9 | 10-14
Number of cases : 29 il5 21 41
Incidence rate: 4.3 05 0.6 11
Median age at diagnosis: 7 years 10 months
5-year 10-year @ 15-year
Survival probabilities: 72 % 72 % 71 %
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
26 0.6 % 0.2 3
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
IX (b) Fibrosarcomas, peripheral nerve sheath tumours and other fibrous neoplasms
SN after IX (b) IX (b) as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
7 0.6 % 4.1% 19 1.5% 0.1 %
* Standard: Segi world standard population
Survival probabilities by year of diagnosis Germany 1980-2013
100
80
60
40
1980-1989 (n=64)
1990-1999 (n=85)
20
2000-2009 (n=119)
e=——2010-2013 (n=36)
0
0 5 10 15 20 25 30

IX (b) Fibrosarcomas, peripheral nerve sheath tumours and other fibrous neoplasms

Age- and sex-specific incidence rates per million
Germany 2006-2015

8

M Girls Boys

0Illlll.l..lll'.

<11 2 3 4 5 6 7 8 9 10 11 12 13 14
. L - Age
Standardized* annual incidence rates per million
Germany 1980-2015
2.0
15
1.0
0.5
0.0
1980 1986 1992 1998 2004 2010 2016
Years
No map due to sparse data

Years



IX (b) Fibrosarcomas, peripheral nerve sheath tumours and other fibrous neoplasms - Extended ICCC-3

Germany 2006-2015

Fibrosarcomas, peripheral nerve sheath tumours and other fibrous neoplasms 106

1 Fibroblastic and myofibroblastic tumours
2 Nerve sheath tumours

3 Other fibrous neoplasms

1 Fibroblastic and myofibroblastic tumours
Cases in Germany aged under 15 years (1980-2015): 155
Selected characteristics Germany 2006-2015

Relative frequency: 53/17580 = 0.3 %

Relative frequency of trial patients: 94.3 %
Incidence rates per million: Girls Boys Total
Number of cases: 25 28 58
Standardized rate *: 0.5 0.6 0.5
Cumulative incidence: 7 8 7
Sex ratio (m/f): 1.1
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 23 11 7 12
Incidence rate: 3.4 0.4 0.2 0.3

Median age at diagnosis: 3 years 0 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
1 Fibroblastic and myofibroblastic tumours

SN after IX (b) 1 IX (b) 1 as SN after any primary

55

N %
100.0
53 50.0
53 50.0
0 0.0

2 Nerve sheath tumours

0
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Cases in Germany aged under 15 years (1980-2015): 174

Selected characteristics Germany 2006-2015

Relative frequency: 53/17580 = 0.3 %

Relative frequency of trial patients: 96.2 %
Incidence rates per million: Girls Boys Total
Number of cases: 23 30 53
Standardized rate *: 0.4 0.5 0.5
Cumulative incidence: 6 8 7
Sex ratio (m/f): 1.3
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 6 4 14 29
Incidence rate: 0.9 0.1 0.4 0.7

Median age at diagnosis: 11 years 0 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
2 Nerve sheath tumours

SN after IX (b) 2 IX (b) 2 as SN after any primary

% of all Cumulative % of all Cumulative % of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence
4 0.3 % 6.7 % 5 0.4 % 0.0 % 3 0.2 % 25% 14 11% 0.1 %
* Standard: Segi world standard population * Standard: Segi world standard population
Age- and sex-specific incidence rates per million Age- and sex-specific incidence rates per million
Germany 2006-2015 Germany 2006-2015
6 2.0
. W Girls Boys B Girls Boys
15
4
3 1.0
2
0.5
1 I
0 I | | I I I H EH u || I 0.0 I I I I

<11 2 3 4 5 6 7 8 9 10 11 12 13 14

Age

<t 1 2 3 4 5 6 7 8 9 10 11 12 13 14

Age



56

IX (d) Other specified soft tissue sarcomas

8 Cases in Germany aged under 15 years (1980-2015): 963
(%)
8 Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
[=)) . Germany 2006-2015
© Relative frequency: 294 /17580 =1.7 % 8
o Relative frequency of trial patients: 97.3 % MW Girls Boys
6
Incidence rates per million: Girls Boys @ Total
Number of cases: 147 147 294 4
Standardized rate *: 2.7 25 2.6
Cumulative incidence: 41 39 40 2
Sex ratio (m/f): 1.0 I I I I I I I I
g . . .”. . 0
Age-specific incidence rates per million: <11 2 3 4 5 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 36 43 72 143 Germany 1980-2015
Incidence rate: 5.3 1.6 2.0 3.7 5
Median age at diagnosis: 9 years 9 months 4
5-year 10-year @ 15-year 3
Survival probabilities: 75 % 70 % 68 %
2
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 1
N % of all 4335 deaths mortality rate mortality
101 23 % 0.8 12 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years

IX (d) Other specified soft tissue sarcomas

SN after IX (d)

IX (d) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
20 1.6 % 7.4 % 31 2.5% 0.2%

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100
80
60
40 1980-1989
1990-1999
20 2000-2009
e—2010-2013
0
0 5 10 15 20

No map due to sparse data

(n=181)
(n=292)
(n=311)
(n=112)
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IX (d) Other specified soft tissue sarcomas - Extended ICCC-3 57

Germany 2006-2015 N %

Other specified soft tissue sarcomas 294 100.0
1 Ewing tumour and Askin tumour of soft tissue 68 231
2 Peripheral neuroectodermal tumour (pPNET) of soft tissue 14 4.8
3 Extrarenal rhabdoid tumour 49 16.7
4 Liposarcomas 5 1.7
5 Fibrohistiocytic tumours 35 119
6 Leiomyosarcomas 1 0.3

1 Ewing tumour and Askin tumour of soft tissue

Cases in Germany aged under 15 years (1980-2015): 191
Selected characteristics Germany 2006-2015

Relative frequency: 68/17580 = 0.4 %

Relative frequency of trial patients: 98.5 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 36 32 68
Standardized rate *: 0.6 0.5 0.6
Cumulative incidence: 10 8 9
Sex ratio (m/f): 0.9
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 1 7 22 38
Incidence rate: 0.1 0.3 0.6 1.0

Median age at diagnosis: 10 years 7 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

1 Ewing tumour and Askin tumour of soft tissue

SN after IX (d) 1 IX (d) 1 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
8 0.6 % 9.4 % 6 0.5 % 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015

2.0

m Girls Boys

15

1.0
0

IIIII |I||I

<11 2 3 4 5 6 7 8 9 101

[é)]

Age

12 13 14

7 Synovial sarcomas

8 Blood vessel tumours

9 Osseous and chondromatous neoplasms of soft tissue
10 Alveolar soft parts sarcoma
11 Miscellaneous soft tissue sarcomas

3 Extrarenal rhabdoid tumour

N %
64 218
9 31

5 17 @

12 41 a

32 109 s

@

g

Cases in Germany aged under 15 years (1980-2015): 86

Selected characteristics Germany 2006-2015
Relative frequency:

Relative frequency of trial patients:

Incidence rates per million: Girls
Number of cases: 24
Standardized rate *: 0.5
Cumulative incidence: 7

Sex ratio (m/f):

Age-specific incidence rates per million:

<1 1-4
Number of cases: 27 12
Incidence rate: 4.0 0.4

Median age at diagnosis:

49 /17580 =0.3 %

93.9 %

Boys Total
25 49
0.5 0.5

7 7

1.0

5-9 | 10-14

5 5

0.1 0.1

0 years 10 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

3 Extrarenal rhabdoid tumour

SN after IX (d) 3

IX (d) 3 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
2 0.2% 5.7 % 1 0.1% 0.0 %
* Standard: Segi world standard population
Age- and sex-specific incidence rates per million
Germany 2006-2015
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58 IX (d) Other specified soft tissue sarcomas - Extended ICCC-3

Germany 2006-2015 N %
Other specified soft tissue sarcomas 294 100.0
1 Ewing tumour and Askin tumour of soft tissue 68 231

2 Peripheral neuroectodermal tumour (pPNET) of soft tissue 14 4.8

3 Extrarenal rhabdoid tumour 49 16.7
4 Liposarcomas 5 1.7
5 Fibrohistiocytic tumours 35 119
6 Leiomyosarcomas 1 0.3

5 Fibrohistiocytic tumours

Cases in Germany aged under 15 years (1980-2015): 87
Selected characteristics Germany 2006-2015

Relative frequency: 35/17580 =0.2 %

Relative frequency of trial patients: 94.3 %
Incidence rates per million: Girls Boys | Total
Number of cases: 20 15 &
Standardized rate *: 0.4 0.3 0.3
Cumulative incidence: 6 4 5
Sex ratio (m/f): 0.8

Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 3 9 10 13
Incidence rate: 0.4 0.3 0.3 0.3

Median age at diagnosis: 7 years 9 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

5 Fibrohistiocytic tumours

SN after IX (d) 5 IX (d) 5 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
1 0.1 % - 6 0.5 % 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015

2.0
mGirls Boys

15

1.0

0

)]

<11 2 3 4 5 6 7 8 9 10 11 12 13 14

Age

N %
7 Synovial sarcomas 64 21.8
8 Blood vessel tumours 9 3.1
9 Osseous and chondromatous neoplasms of soft tissue 5) 1.7
10 Alveolar soft parts sarcoma 12 4.1
11 Miscellaneous soft tissue sarcomas 32 109

7 Synovial sarcomas
Cases in Germany aged under 15 years (1980-2015): 225
Selected characteristics Germany 2006-2015

Relative frequency: 64 /17580 = 0.4 %

Relative frequency of trial patients: 100.0 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 33 31 64
Standardized rate *: 0.5 0.5 0.5
Cumulative incidence: 9 8 8
Sex ratio (m/f): 0.9
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 0 3 15 46
Incidence rate: 0.0 0.1 0.4 12

Median age at diagnosis: 12 years 1 month

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
7 Synovial sarcomas

SN after IX (d) 7 IX (d) 7 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
4 0.3% - 6 0.5% 0.0 %
* Standard: Segi world standard population
Age- and sex-specific incidence rates per million
Germany 2006-2015
4
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X Germ cell tumours, trophoblastic tumours and neoplasms of gonads

(a) Intracranial and intraspinal germ cell tumours
(b) Malignant extracranial and extragonadal germ cell tumours
(c) Malignant gonadal germ cell tumours

Cases in Germany aged under 15 years (1980-2015): 1842

Selected characteristics Germany 2006-2015

59

(d) Gonadal carcinomas
(e) Other and unspecified malignant gonadal tumours

Age- and sex-specific incidence rates per million

Germany 2006-2015

Relative frequency: 566 /17580 = 3.2 %

30
Relative frequency of trial patients: 96.6 % W Girls Boys
25
Incidence rates per million: Girls Boys @ Total 20
Number of cases: B95 241 566 15
Standardized rate *: 6.2 4.4 5.3
10
Cumulative incidence: 91 64 77
Sex ratio (m/f): 0.7 5
e . . a1 O
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 147 81 85 253 Germany 1980-2015
Incidence rate: 21.6 2.9 2.3 6.5 10
Median age at diagnosis: 9 years 0 months 8
5-year 10-year | 15-year 6
Survival probabilities: 94 % 93 % 93 %
4
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 2
N % of all 4335 deaths mortality rate mortality
59 1.4 % 0.4 7 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years

X Germ cell tumours, trophoblastic tumours and neoplasms of gonads

SN after X X as SN after any primary

% of all Cumulative % of all Cumulative

N 1253 SN incidence N 1253 SN incidence
30 2.4 % 7.0 % 12 1.0% 0.1%

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
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60 X (a) Intracranial and intraspinal germ cell tumours

Standardized* annual incidence rates per million

Age- and sex-specific incidence rates per million
Germany 2006-2015

W Girls Boys

| I
OI- - I-IIIIII I

2 3 4 5 6 7 8 9 10 11 12 13 14
Age

Germany 1980-2015

8 Cases in Germany aged under 15 years (1980-2015): 506
(%)
8 Selected characteristics Germany 2006-2015
% Relative frequency: 166 /17580 = 1.0 % 8
a Relative frequency of trial patients: 95.8 %
6
Incidence rates per million: Girls Boys @ Total
Number of cases: 60 106 166 4
Standardized rate *: 1.0 1.7 1.4
Cumulative incidence: 17 27 22
Sex ratio (m/f): 1.8
Age-specific incidence rates per million: a1
<1 1-4 5-9 | 10-14
Number of cases : 8 9 41 108
Incidence rate: 1.2 0.3 1.1 2.8 25
Median age at diagnosis: 11 years 3 months 00
5-year 10-year @ 15-year 15
Survival probabilities: 90 % 86 % 86 %
1.0
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative 0.5
N % of all 4335 deaths mortality rate mortality
31 0.7 % 0.2 4 0.0
1980

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
X (a) Intracranial and intraspinal germ cell tumours

SN after X (a) X (a) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
13 1.0 % 12.0 % 3 0.2% 0.0 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
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X (a) Intracranial and intraspinal germ cell tumours - Extended ICCC-3 61

Germany 2006-2015 N %
Intracranial and intraspinal germ cell tumours 166 100.0
1 Intracranial and intraspinal germinomas 86 51.8
2 Intracranial and intraspinal teratomas 22 133
3 Intracranial and intraspinal embryonal carcinomas 1 0.6 n
4 Intracranial and intraspinal yolk sac tumour 6 3.6 3
5 Intracranial and intraspinal choriocarcinoma 8 4.8 8
6 Intracranial and intraspinal tumours of mixed forms 43 259 c%n
.5
1 Intracranial and intraspinal germinomas 2 Intracranial and intraspinal teratomas
Cases in Germany aged under 15 years (1980-2015): 262 Cases in Germany aged under 15 years (1980-2015): 85
Selected characteristics Germany 2006-2015 Selected characteristics Germany 2006-2015
Relative frequency: 86/17580 = 0.5 % Relative frequency: 22/17580=0.1%
Relative frequency of trial patients: 98.8 % Relative frequency of trial patients: 81.8 %
Incidence rates per million: Girls Boys Total Incidence rates per million: Girls Boys Total
Number of cases: 28 58 86 Number of cases: 8 14 22
Standardized rate *: 05 0.9 0.7 Standardized rate *: 0.2 0.3 0.2
Cumulative incidence: 8 il 11 Cumulative incidence: 2 4 2
Sex ratio (m/f): 2.1 Sex ratio (m/f): 1.8
Age-specific incidence rates per million: Age-specific incidence rates per million:
<1 1-4 5-9 10-14 <1 1-4 5-9 10-14
Number of cases: 0 1 16 69 Number of cases: 6 5 5 6
Incidence rate: 0.0 0.0 0.4 1.8 Incidence rate: 0.9 0.2 0.1 0.2
Median age at diagnosis: 12 years 1 month Median age at diagnosis: 5 years 4 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

1 Intracranial and intraspinal germinomas 2 Intracranial and intraspinal teratomas
SN after X (a) 1 X (a) 1 as SN after any primary SN after X (a) 2 X (a) 2 as SN after any primary
% of all Cumulative % of all ~ Cumulative % of all Cumulative % of all  Cumulative
N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence
7 0.6 % - 2 0.2 % 0.0 % 0 0.0 % 0.0 % 1 0.1 % 0.0 %
* Standard: Segi world standard population * Standard: Segi world standard population
Age- and sex-specific incidence rates per million Age- and sex-specific incidence rates per million
Germany 2006-2015 Germany 2006-2015
5 2.0
WGirls Boys B Girls Boys
4
15
3
1.0
2
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62 X (b) Malignant extracranial and extragonadal germ cell tumours

Germany 2006-2015

M Girls Boys

8 Cases in Germany aged under 15 years (1980-2015): 548
§ Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million
g Relative frequency: 176 /17580 = 1 % 30
a Relative frequency of trial patients: 96.6 %
25
Incidence rates per million: Girls Boys @ Total 20
Number of cases: 121 b5 176 15
Standardized rate *: 2.8 12 2.0
Cumulative incidence: 36 15 25 10
Sex ratio (m/f): 0.5 5
0

Age-specific incidence rates per million:

Standardized* annual incidence rates per million

<11 2 3 45 6 7 8 9 10 11 12 13 14

Age

Germany 1980-2015

<1 1-4 5-9 | 10-14
Number of cases : 110 47 5 14
Incidence rate: 16.1 1.7 0.1 04 40
Median age at diagnosis: 0 years 3 months
3.0
5-year 10-year @ 15-year
Survival probabilities: 93 % 93 % 93 % 20
Mortality per million within 15 yrs. of diagnosis (1991-2000): 10
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
15 0.3 % 0.1 2 0.0
1980
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
X (b) Malignant extracranial and extragonadal germ cell tumours
SN after X (b) X (b) as SN after any primary
% of all Cumulative % of all ~ Cumulative
N 1253 SN incidence N 1253 SN incidence
7 0.6 % 3.7% 2 0.2 % 0.0 %
* Standard: Segi world standard population
Survival probabilities by year of diagnosis Germany 1980-2013
100 ?
80
60
40
1980-1989 (n=94)
1990-1999 (n=184)
20
2000-2009 (n=150)
2010-2013 (insufficient data)
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X (b) Malignant extracranial and extragonadal germ cell tumours - Extended ICCC-3

Germany 2006-2015 N
Malignant extracranial and extragonadal germ cell tumours 176
1 Malignant germinomas of extracranial and extragonadal sites 13
2 Malignant teratomas of extracranial and extragonadal sites 89
3 Embryonal carcinomas of extracranial and extragonadal sites 0
4 Yolk sac tumour of extracranial and extragonadal sites 49
5 Choriocarcinomas of extracranial and extragonadal sites 2

6 Other and unspecified malignant mixed germ cell tumours of extracranial and extragonadal sites 23

2 Malignant teratomas of extracranial and extragonadal sites

Cases in Germany aged under 15 years (1980-2015): 257
Selected characteristics Germany 2006-2015

Relative frequency: 89/17580 = 0.5 %

Relative frequency of trial patients: 96.6 %
Incidence rates per million: Girls Boys Total
Number of cases: 61 28 89
Standardized rate *: N5 0.6 1.0
Cumulative incidence: 18 8 13
Sex ratio (m/f): 0.5
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 83 5 0 1
Incidence rate: 12.2 0.2 0.0 0.0

Median age at diagnosis: 0 years 0 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
2 Malignant teratomas of extracranial and extragonadal sites

4 Yolk sac tumour of extracranial and extragonadal sites

63
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Cases in Germany aged under 15 years (1980-2015): 212

Selected characteristics Germany 2006-2015

Relative frequency:

Relative frequency of trial patients:

Incidence rates per million: Girls
Number of cases: 36
Standardized rate *: 0.8
Cumulative incidence: 11

Sex ratio (m/f):

Age-specific incidence rates per million:

<1 1-4
Number of cases: 5 32
Incidence rate: 2.2 1.2

Median age at diagnosis:

49/17580 = 0.3 %

98.0 %

Boys Total
13 49
0.3 0.6

4 7

0.4

5-9 | 10-14
1 1

0.0 0.0

1 year 7 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
4 Yolk sac tumour of extracranial and extragonadal sites

SN after X (b) 2 X (b) 2 as SN after any primary SN after X (b) 4 X (b) 4 as SN after any primary
% of all Cumulative % of all  Cumulative % of all Cumulative % ofall  Cumulative
N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence
2 0.2 % 4.3 % 0 0.0 % 0.0 % 3 0.2 % 32% 0 0.0 % 0.0 %
* Standard: Segi world standard population * Standard: Segi world standard population
Age- and sex-specific incidence rates per million Age- and sex-specific incidence rates per million
Germany 2006-2015 Germany 2006-2015
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64 X (c) Malignant gonadal germ cell tumours

8 Cases in Germany aged under 15 years (1980-2015): 745
(%)
8 Selected characteristics Germany 2006-2015
% Relative frequency: 219/17580=1.3 %
a Relative frequency of trial patients: 97.7 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 139 80 219
Standardized rate *: 2.3 1.6 1.9
Cumulative incidence: 37 22 29
Sex ratio (m/f): 0.6
Age-specific incidence rates per million:
<1 1-4 5-9 | 10-14
Number of cases : 29 25 39 126
Incidence rate: 4.3 0.9 11 3.2
Median age at diagnosis: 11 years 4 months
5-year 10-year @ 15-year
Survival probabilities: 98 % 98 % 98 %
Mortality per million within 15 yrs. of diagnosis (1991-2000):
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
9 0.2 % 0.1 1
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
X (c) Malignant gonadal germ cell tumours
SN after X (c) X (c) as SN after any primary
% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
10 0.8 % 7.3% 6 0.5% 0.0 %
* Standard: Segi world standard population
Survival probabilities by year of diagnosis Germany 1980-2013
100
N
80
60
40
1980-1989 (n=125)
1990-1999 (n=249)
20
2000-2009 (n=221)
2010-2013 (insufficient data)
0
0 5 10 15 20 25 30

Age- and sex-specific incidence rates per million
Germany 2006-2015
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X (c) Malignant gonadal germ cell tumours - Extended ICCC-3 65

Germany 2006-2015 N %

Malignant gonadal germ cell tumours 219 100.0
1 Malignant gonadal germinomas 40 18.3
2 Malignant gonadal teratomas 49 22.4
3 Gonadal embryonal carcinomas 2 0.9
4 Gonadal yolk sac tumour 48 219
5 Gonadal choriocarcinoma 9 4.1
6 Malignant gonadal tumours of mixed forms 71 324
7 Malignant gonadal gonadoblastoma 0 0.0

1 Malignant gonadal germinomas

Cases in Germany aged under 15 years (1980-2015): 99

Selected characteristics Germany 2006-2015
Relative frequency:

Relative frequency of trial patients:

Incidence rates per million: Girls
Number of cases: 36
Standardized rate *: 0.6
Cumulative incidence: 10

Sex ratio (m/f):

Age-specific incidence rates per million:

<1 1-4
Number of cases: 0 2
Incidence rate: 0.0 0.1

Median age at diagnosis:

40/17580=0.2 %

100.0 %

Boys = Total
4 40

0.1 0.3

1 5

0.1

5-9 10-14
9 29

0.2 0.7

12 years 0 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

1 Malignant gonadal germinomas

SN after X (c) 1

X (c) 1 as SN after any primary

2 Malignant gonadal teratomas
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Cases in Germany aged under 15 years (1980-2015): 176

Selected characteristics Germany 2006-2015
Relative frequency:

Relative frequency of trial patients:

Incidence rates per million: Girls
Number of cases: 30
Standardized rate *: 0.5
Cumulative incidence: 8

Sex ratio (m/f):

Age-specific incidence rates per million:

<1 1-4
Number of cases: 12 2
Incidence rate: 1.8 0.1

Median age at diagnosis:

49/17580 = 0.3 %

93.9 %

Boys | Total
19 49
0.4 0.4

5 7

0.6

5-9 | 10-14
9 26

0.2 0.7

10 years 8 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

2 Malignant gonadal teratomas

SN after X (c) 2

X (c) 2 as SN after any primary

% of all Cumulative % of all Cumulative % of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence
2 0.2% - 3 0.2% 0.0 % 1 0.1 % 0.8% 1 0.1% 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million

Germany 2006-2015
3.0
m Girls

25
2.0
15
1.0
0.5

0.0
<1 1

Boys

2 3 4 5 6 7 8 9 10 11 12 13 14

Age

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million

Germany 2006-2015
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66

X (c) Malignant gonadal germ cell tumours - Extended ICCC-3

Germany 2006-2015 N %
Malignant gonadal germ cell tumours 219 100.0
1 Malignant gonadal germinomas 40 18.3
2 Malignant gonadal teratomas 49 224
8 3 Gonadal embryonal carcinomas 2 0.9
8 4 Gonadal yolk sac tumour 48 219
% 5 Gonadal choriocarcinoma 9 4.1
Q 6 Malignant gonadal tumours of mixed forms 71 324
a 7 Malignant gonadal gonadoblastoma 0 0.0

4 Gonadal yolk sac tumour 6 Malignant gonadal tumours of mixed forms

Cases in Germany aged under 15 years (1980-2015): 306 Cases in Germany aged under 15 years (1980-2015): 115

Selected characteristics Germany 2006-2015 Selected characteristics Germany 2006-2015

Relative frequency:

48/17580=0.3 %

Relative frequency:

71717580 = 0.4 %

Relative frequency of trial patients: 95.8 % Relative frequency of trial patients: 100.0 %
Incidence rates per million: Girls Boys @ Total Incidence rates per million: Girls Boys @ Total
Number of cases: 23 25 48 Number of cases: 44 27 71
Standardized rate *: 0.4 0.6 0.5 Standardized rate *: 0.7 0.5 0.6
Cumulative incidence: 6 7 7 Cumulative incidence: 12 7 9
Sex ratio (m/f): 11 Sex ratio (m/f): 0.6
Age-specific incidence rates per million: Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14 <1 1-4 5-9 | 10-14
Number of cases: 8 19 7 14 Number of cases: 9 2 13 47
Incidence rate: 12 0.7 0.2 0.4 Incidence rate: 1.3 0.1 0.4 12

Median age at diagnosis:

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

4 Gonadal yolk sac tumour

SN after X (c) 4

1 year 12 months

Median age at diagnosis:

11 years 11 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

6 Malignant gonadal tumours of mixed forms

X (c) 4 as SN after any primary

SN after X (c) 6

X (c) 6 as SN after any primary

% of all Cumulative % of all Cumulative % of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence N 1253 SN incidence
5) 0.4 % - 0 0.0 % 0.0 % 1 0.1% 1.0% 2 0.2 % 0.0 %
* Standard: Segi world standard population * Standard: Segi world standard population
Age- and sex-specific incidence rates per million Age- and sex-specific incidence rates per million
Germany 2006-2015 Germany 2006-2015
5 4
W Girls Boys B Girls Boys
4
3
3
2
2
1
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XI Other malignant epithelial neoplasms and malignant melanomas

(a) Adrenocortical carcinomas
(b) Thyroid carcinomas
(c) Nasopharyngeal carcinomas

®

67

(d) Malignant melanomas
(e) Skin carcinomas

Other and unspecified carcinomas

Cases in Germany aged under 15 years (1980-2015): 844 8
(7))
Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million 8
. Germany 2006-2015 o))
Relative frequency: 387/17580=2.2 % 14 ©
Relative frequency of trial patients: - 12 | Girls Boys o
. I . 10
Incidence rates per million: Girls Boys @ Total
Number of cases: 216 171 387 8
Standardized rate *: 3.6 2.7 3.1 6
Cumulative incidence: 58 44 51 4
Sex ratio (m/f): 0.8 2 I I I I I
b n_ K1
Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14
<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 6 29 85 267 Germany 1980-2015
Incidence rate: 0.9 1.1 2.3 6.8 8
Median age at diagnosis: 12 years 2 months
6
5-year 10-year @ 15-year
Survival probabilities: 89 % 87 % 85 % 4
Mortality per million within 15 yrs. of diagnosis (1991-2000): )
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
51 1.2 % 0.4 6 0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years

XI Other malignant epithelial neoplasms and malignant melanomas

SN after Xl Xl as SN after any primary

% of all Cumulative % of all Cumulative

N 1253 SN incidence N 1253 SN incidence
12 1.0% 12.0 % 418 33.4% 3.2%

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
100
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1980-1989 (n=101)
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20
2000-2009 (n=313)
2010-2013 (insufficient data)
0
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No map due to sparse data



68 Xl (a) Adrenocortical carcinomas

8 Cases in Germany aged under 15 years (1980-2015): 72

§ Selected characteristics Germany 2006-2015

g Relative frequency: 24117580 = 0.1 %

a Relative frequency of trial patients: 100.0 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 16 8 24
Standardized rate *: 0.3 0.2 0.2
Cumulative incidence: B 2 3
Sex ratio (m/f): 0.5
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases : 2 10 7 5
Incidence rate: 0.3 0.4 0.2 0.1
Median age at diagnosis: 4 years 4 months
5-year 10-year @ 15-year

Survival probabilities: - - -

Mortality per million within 15 yrs. of diagnosis (1991-2000):

Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
8 0.2 % 0.1 1

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
Xl (a) Adrenocortical carcinomas

SN after XI (a) Xl (a) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
4 0.3% 6.3 % 0 0.0 % 0.0 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100
80
60 \
40 1980-1989 (n=14)
1990-1999 (n=15)
20 =———2000-2009 (n=34)
2010-2013 (insufficient data)
0
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Age- and sex-specific incidence rates per million
Germany 2006-2015
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Standardized* annual incidence rates per million
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Cases in Germany aged under 15 years (1980-2015): 344
Selected characteristics Germany 2006-2015

Relative frequency: 145/17580 = 0.8 %

Relative frequency of trial patients: 86.2 %
Incidence rates per million: Girls Boys Total
Number of cases: 90 55 145
Standardized rate *: 14 0.8 11
Cumulative incidence: 24 14 19
Sex ratio (m/f): 0.6
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases : 2 2 31 110
Incidence rate: 0.3 0.1 0.9 2.8

Median age at diagnosis: 12 years 8 months

10-year
98 %

15-year

98 % 94 %

5-year
Survival probabilities:

Mortality per million within 15 yrs. of diagnosis (1991-2000):

Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
8 0.2 % 0.1 1

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

XI (b) Thyroid carcinomas

SN after XI (b) Xl (b) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
2 0.2% 2.3 % 143 114 % 0.9 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013
100

N=
—
80
60
40
1980-1989 (n=26)
1990-1999 (n=85)
20
2000-2009 (n=137)
2010-2013 (insufficient data)
0
0 5 10 15 20 25 30

XI (b) Thyroid carcinomas

Age- and sex-specific incidence rates per million

Germany 2006-2015
8

0 |
<1 1

Standardized* annual incidence rates per million

Germany 1980-2015
20

15

1.0

0.5

0.0

1980 1986

Years
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2 3 4 5 6 7 8 9 10 11 12 13 14

Age

1992 1998 2004 2010 2016

Years

No map due to sparse data



70 Xl (c) Nasopharyngeal carcinomas

8 Cases in Germany aged under 15 years (1980-2015): 72
§ Selected characteristics Germany 2006-2015
g Relative frequency: 19/17580 = 0.1 %
a Relative frequency of trial patients: 100.0 %
Incidence rates per million: Girls Boys @ Total
Number of cases: B 14 19
Standardized rate *: 0.1 0.2 0.1
Cumulative incidence: 1 4 2
Sex ratio (m/f): 2.8
Age-specific incidence rates per million:
<1 1-4 5-9 10-14
Number of cases : 0 1 0 18
Incidence rate: 0.0 0.0 0.0 0.5
Median age at diagnosis: 13 years 0 months
5-year 10-year @ 15-year
Survival probabilities: 91 % - -

Mortality per million within 15 yrs. of diagnosis (1991-2000):

Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
6 0.1 % 0.0 1

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
XI (c) Nasopharyngeal carcinomas

SN after XI (c) Xl (c) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
0 0.0 % 0.0 % 3 0.2% 0.0 %

* Standard: Segi world standard population

Survival probabilities by year of diagnosis Germany 1980-2013

100
T\

80
60
40
1980-1989 (n=18)
20 1990-1999 (n=23)
—2000-2009 (Nn=24)
2010-2013 (insufficient data)
0
0 5 10 15 20 25 30

Age- and sex-specific incidence rates per million
Germany 2006-2015

2.0

WGirls Boys

15
1.0

0.5

<11 2 3 4 5 6 7 8 9 10 11 12 13 14

0.0

. L - Age
Standardized* annual incidence rates per million 9
Germany 1980-2015

1.0

0.8

0.6

0.4

0.2

0.0

1980 1986 1992 1998 2004 2010 2016

Years

No map due to sparse data

Years



Xl (d) Malignant melanomas 71

Cases in Germany aged under 15 years (1980-2015): 114 8
n
Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million 8
Germany 2006-2015 o))
Relative frequency: 69/17580=0.4 % 20 <
Relative frequency of trial patients: - W Girls Boys o
15
Incidence rates per million: Girls Boys Total

Number of cases: 32 37 69

1.0

Standardized rate *: 0.6 0.6 0.6

Cumulative incidence: 9 10 9 05

Sex ratio (m/f): 1.2 I I I I I
[ [

Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 5-9 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 2 13 21 33 Germany 1980-2015
Incidence rate: 0.3 0.5 0.6 0.8 12
Median age at diagnosis: 9 years 7 months 1.0
5-year | 10-year @ 15-year 08
Survival probabilities: 85 % - - 0.6
Mortality per million within 15 yrs. of diagnosis (1991-2000): 04
Number of deaths Standardized* Cumulative 0.2
N % of all 4335 deaths mortality rate mortality
11 0.3 % 0.1 1 0.0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
Xl (d) Malignant melanomas
SN after XI (d) Xl (d) as SN after any primary
% of all Cumulative % ofall  Cumulative
N 1253 SN incidence N 1253 SN incidence
1 0.1 % 14.1 % 30 2.4 % 0.2 %
* Standard: Segi world standard population
Survival probabilities by year of diagnosis Germany 1980-2013
100 -
80 \ No map due to sparse data
60
40
1980-1989 (n=14)
20 1990-1999 (n=16)
2000-2009 (n=41)
2010-2013 (insufficient data)
0
0 5 10 15 20 25 30

Years



72 Xl (e) Skin carcinomas

Cases in Germany aged under 15 years (1980-2015): 18
Selected characteristics Germany 2006-2015

Relative frequency: 8/17580 =0 %

(7]
[¢D]
n
(@]
C
(@)
3
()]

Relative frequency of trial patients: -

Incidence rates per million: Girls Boys @ Total
Number of cases: 7 1 8
Standardized rate *: 0.1 0.0 0.1
Cumulative incidence: 2 0 1
Sex ratio (m/f): 0.1
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases : 0 0 & 5
Incidence rate: 0.0 0.0 0.1 0.1

Median age at diagnosis: 11 years 7 months

5-year 10-year @ 15-year
Survival probabilities: - - -

Mortality per million within 15 yrs. of diagnosis (1991-2000):

Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
1 0.0 % 0.0 0

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

Xl (e) Skin carcinomas

SN after XI (e) Xl (e) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
0 0.0 % 0.0 % 105 8.4 % 1.0%

* Standard: Segi world standard population

No survival curves due to sparse data

Age- and sex-specific incidence rates per million
Germany 2006-2015

1.0

M Girls Boys

0.8

0.6

0.4
0.0

<11 2 3 4 5 6 7 8 9 10 11 12 13 14

N

. L - Age
Standardized* annual incidence rates per million 9

Germany 1980-2015
0.3

0.2

0.1

0.0

1980 1986 1992 1998 2004 2010 2016

Years

No map due to sparse data



XI (f) Other and unspecified carcinomas 73

Cases in Germany aged under 15 years (1980-2015): 224 8

(7))

Selected characteristics Germany 2006-2015 Age- and sex-specific incidence rates per million 8

Germany 2006-2015 o))

Relative frequency: 122 /17580 = 0.7 % 5 ]

Relative frequency of trial patients: - M Girls Boys o
4

Incidence rates per million: Girls Boys Total

Number of cases: 66 56 122 3
Standardized rate *: 1.0 0.9 1.0 2
Cumulative incidence: 18 14 16
Sex ratio (m/f): 0.8 ' I
0 | I | [ | I I

Age-specific incidence rates per million: <11 2 3 45 6 7 8 9 10 11 12 13 14

<1 1-4 59 | 10-14 Age
. Standardized* annual incidence rates per million
Number of cases : 0 3 23 96 Germany 1980-2015
Incidence rate: 0.0 0.1 0.6 25 40
Median age at diagnosis: 12 years 5 months
3.0
5-year 10-year @ 15-year
Survival probabilities: 7% 72 % - 20
Mortality per million within 15 yrs. of diagnosis (1991-2000): 10
Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
17 0.4 % 0.1 2 0.0
1980 1986 1992 1998 2004 2010 2016
Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013): Years
XI (f) Other and unspecified carcinomas
SN after XI (f) XI (f) as SN after any primary
% of all Cumulative % ofall  Cumulative
N 1253 SN incidence N 1253 SN incidence
5 0.4 % 29.6 % 137 109 % 1.1%
* Standard: Segi world standard population
Survival probabilities by year of diagnosis Germany 1980-2013
100
80 No map due to sparse data
o
60 \
40
1980-1989 (n=28)
1990-1999 (n=35)
20
2000-2009 (n=70)
e=——2010-2013 (n=31)
0
0 5 10 15 20 25 30

Years
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74 Xl (f) Other and unspecified carcinomas - Extended ICCC-3

Germany 2006-2015 N

Other and unspecified carcinomas 122
1 Carcinomas of salivary glands 25
2 Carcinomas of colon and rectum 11
3 Carcinomas of appendix 47
4 Carcinomas of lung 7
5 Carcinomas of thymus 0
6 Carcinomas of breast 0

1 Carcinomas of salivary glands

Cases in Germany aged under 15 years (1980-2015): 38

Selected characteristics Germany 2006-2015

Relative frequency: 25/17580 =
Relative frequency of trial patients:
Incidence rates per million: Girls Boys
Number of cases: 14 11
Standardized rate *: 0.2 0.2
Cumulative incidence: 4 3
Sex ratio (m/f):
Age-specific incidence rates per million:

<1 1-4 5-9
Number of cases: 0 0 7
Incidence rate: 0.0 0.0 0.2

Median age at diagnosis:

%

100.0
20.5
9.0
38.5
5.7
0.0
0.0

0.1%

24.0 %

Total
25
0.2

5

0.8

10-14
18

0.5

12 years 7 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

1 Carcinomas of salivary glands

SN after XI (f) 1

XI (f) 1 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
1 0.1 % 6.7 % 12 1.0% 0.1%

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015

2.0
mGirls

15

1.0

0.5 I
0.0 I

Boys

<11 2 3 4 5 6 7 8 9 10 11 12 13 14

Age

N %

7 Carcinomas of cervix uteri 1 0.8
8 Carcinomas of bladder 0 0.0
9 Carcinomas of eye 2 1.6
10 Carcinomas of other specified sites 26 213
11 Carcinomas of unspecified sites 3 285

2 Carcinomas of colon and rectum

Cases in Germany aged under 15 years (1980-2015): 32
Selected characteristics Germany 2006-2015

Relative frequency: 11/17580 = 0.1 %

Relative frequency of trial patients: 36.4 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 5 6 11
Standardized rate *: 0.1 0.1 0.1
Cumulative incidence: 1 2 1
Sex ratio (m/f): 1.2
Age-specific incidence rates per million:

<1 1-4 5-9 | 10-14
Number of cases: 0 1 1 9
Incidence rate: 0.0 0.0 0.0 0.2

Median age at diagnosis: 13 years 2 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
2 Carcinomas of colon and rectum

SN after XI (f) 2 Xl (f) 2 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
1 0.1% 6.9 % 20 1.6 % 0.1 %
* Standard: Segi world standard population
Age- and sex-specific incidence rates per million
Germany 2006-2015
1.0
M Girls Boys
0.8
0.6

) I I |
0.0

<11 2 3 45 6 7 8 9 10 11 12 13 14

Age



Xl (f) Other and unspecified carcinomas - Extended ICCC-3 75

Germany 2006-2015 N

Other and unspecified carcinomas 122
1 Carcinomas of salivary glands 25
2 Carcinomas of colon and rectum 11
3 Carcinomas of appendix 47
4 Carcinomas of lung 7
5 Carcinomas of thymus 0
6 Carcinomas of breast 0

3 Carcinomas of appendix

Cases in Germany aged under 15 years (1980-2015): 48

Selected characteristics Germany 2006-2015

Relative frequency: 47 /17580 =
Relative frequency of trial patients:
Incidence rates per million: Girls Boys
Number of cases: 27 20
Standardized rate *: 0.4 0.3
Cumulative incidence: 7 5
Sex ratio (m/f):
Age-specific incidence rates per million:

<1 1-4 5-9
Number of cases: 0 0 7
Incidence rate: 0.0 0.0 0.2

Median age at diagnosis:

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

3 Carcinomas of appendix

SN after XI (f) 3

%

100.0
20.5
9.0
38.5
5.7
0.0
0.0

0.3%

97.9 %

Total
47
0.4

6

0.7

10-14
40

1.0

12 years 11 months

XI (f) 3 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
0 0.0 % 0.0 % 1 0.1% 0.0 %

* Standard: Segi world standard population

Age- and sex-specific incidence rates per million
Germany 2006-2015

4
m Girls

0 IIII

<1l 1 2 3 4 5 6 7 8

[

Boys

9 10 11 12 13 14

Age

N %

7 Carcinomas of cervix uteri 1 0.8
8 Carcinomas of bladder 0 0.0
9 Carcinomas of eye 2 1.6
10 Carcinomas of other specified sites 26 21.3
11 Carcinomas of unspecified sites 3 25

6 Carcinomas of breast

Cases in Germany aged under 15 years (1980-2015): 0
Selected characteristics Germany 2006-2015
Relative frequency: 0/17580=0.0%

Relative frequency of trial patients: -

Incidence rates per million: Girls Boys | Total
Number of cases: 0 0 0
Standardized rate *: 0.0 0.0 0.0
Cumulative incidence: 0 0 0
Sex ratio (m/f): 0.0

Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases: 0 0 0 0
Incidence rate: 0.0 0.0 0.0 0.0

Median age at diagnosis: 0 years 0 months

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

6 Carcinomas of breast

SN after XI (f) 6 Xl (f) 6 as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
0 0.0 % 0.0 % 63 5.0 % 0.6 %

* Standard: Segi world standard population

No incidence rates due to sparse data
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76 Xll (a) Other specified malignant tumours

8 Cases in Germany aged under 15 years (1980-2015): 51

§ Selected characteristics Germany 2006-2015

g Relative frequency: 23/17580 =0.1 %

o Relative frequency of trial patients: 87.0 %
Incidence rates per million: Girls Boys @ Total
Number of cases: 12 11 23
Standardized rate *: 0.2 0.2 0.2
Cumulative incidence: 3 3 3
Sex ratio (m/f): 0.9
Age-specific incidence rates per million:

<1 1-4 5-9 10-14
Number of cases : 0 17 3 3
Incidence rate: 0.0 0.6 0.1 0.1
Median age at diagnosis: 3 years 2 months
5-year 10-year @ 15-year

Survival probabilities: - - -

Mortality per million within 15 yrs. of diagnosis (1991-2000):

Number of deaths Standardized* Cumulative
N % of all 4335 deaths mortality rate mortality
7 0.2% 0.1 1

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):

XII (a) Other specified malignant tumours

SN after XII (a) Xll (a) as SN after any primary

% of all Cumulative % of all Cumulative
N 1253 SN incidence N 1253 SN incidence
2 0.2% 6.8 % 1 0.1% 0.0 %

* Standard: Segi world standard population

No survival curves due to sparse data

Age- and sex-specific incidence rates per million
Germany 2006-2015

2.0

M Girls Boys

15

1.0
) | | I
00 . 0

<11 2 3 4 5 6 7 8 9 10 11 12 13 14
. L - Age
Standardized* annual incidence rates per million

Germany 1980-2015

0.6
0.5
0.4
0.3
0.2
0.1

0.0

1980 1986 1992 1998 2004 2010 2016

Years

No map due to sparse data
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Abbildung 1:

Meldungen an das DKKR (Registerpopulation) je Klinik, Zeitraum 2006-2015, Patienten unter 15/ 18 Jahren
(unter 15 Jahren bis 2008)

Reported cases to the GCCR (registry population) per hospital, period 2006-2015, patients under 15/ 18 years
(under 15 years until 2008)

Average reported cases per year
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78 Hospitals* ordered by numbers of cases
* One hospital with 7 cases is a collection of "other hospitals"

Tabelle 2:

Anzahl der gemeldeten Féalle unter 15 Jahren aus der deutschen Wohnbevdlkerung, alters-
standardisierte Inzidenzrate und kumulative Inzidenz (pro Million) nach ICCC-3-Diagnosegruppen.

Number of registered cases in Germany aged under 15, age-standardized incidence rate and
cumulative incidence (per million) by ICCC-3 diagnosis groups.

Diagnosis groups Number of cases Number of cases Incidence rates
1980-2015 2006-2015 2006-2015
Age- Cumu-

Absolute Relative (%)  Absolute Relative (%) standard.* lative

| Leukaemias 19470 34.0 5783 32.9 56 807
Il Lymphomas 6668 11.6 1885 10.7 16 251
Il CNS tumours 12492 21.8 4317 24.6 40 594
IV Peripheral nervous cell tumours 4314 7.5 1215 6.9 14 176
V  Retinoblastoma 1364 2.4 382 2.2 4 56
VI Renal tumours 3348 5.8 974 5.5 10 139
VIl Hepatic tumours 649 1.1 252 1.4 3 36
VIIl Bone tumours 2679 4.7 789 4.5 6 104
IX Soft tissue sarcomas 3507 6.1 1001 5.7 9 138
X Germ cell tumours 1842 3.2 566 3.2 5 77
Xl Carcinomas 844 1.5 387 2.2 3 51
X1l Others and unspecified 68 0.1 29 0.2 0 4

All malignancies 57245 100.0 17580 100.0 168 2433

* Standard: Segi world standard population
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Abbildung 2:

Relative Haufigkeit der gemeldeten Falle aus der deutschen Wohnbevélkerung nach den haufigsten ICCC-3

Diagnose-Hauptgruppen und Alter

Relative frequencies of the registered cases in Germany by the main ICCC-3 diagnosis groups and age
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cell tumours
Lymphomas
0.6% 20.3%
CNS tumours
26.0%
Age 0-17, 2009-2015 (n=14791)
Other diagnoses
Germ cell tumours ~ 6-1%
4.1%
. Leukaemias
Soft tissue sarcomas 30.4%
5.9%
Bone tumours
5.2%
Renal tumours
4.7%
Peripheral nervous
cell tumours
5.7%
Lymphomas
14.3%

CNS tumours
23.6%
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Tabelle 3:

Anzahl der gemeldeten Falle unter 15 Jahren, 15 bis unter 18 Jahren und unter 18 Jahren auf Basis des ICCC-3,
altersstandardisierte Inzidenzrate und Wohnbevdlkerungsbezug nach Jahren fur Deutschland

Annual number of registered cases aged under 15, 15 to under 18 years and under 18 years based on
ICCC-3, age-standardized incidence rate and resident population base by calendar year for Germany

Years Number of cases Incidence rate per million * Population base (in million)
<15 <15 <15
1980 1016 103 11.187
1981 1046 105 10.803
g 1982 973 103 10.392
5 1983 1074 116 9.957
=2 1984 1032 114 9.539
'8 1985 1140 129 9.232
@®© 1986 1144 132 9.070
3 1987 1216 141 8.903
2 1988 1216 140 9.019
= 1989 1222 135 9.260
1990 1299 139 9.621
1991 # 1669 132 13.013
1992 1813 143 13.166
1993 1683 132 13.279
1994 1769 139 13.298
1995 1802 143 13.264
1996 1803 145 13.209
1997 1908 155 13.139
1998 1822 149 13.035
1999 1880 154 12.936
2000 1977 163 12.836
2001 1854 155 12.698
2002 1824 153 12.517
2003 1776 152 12.288
2004 1873 164 12.042
2005 1834 165 11.787
2006 1769 162 11.544
2007 1775 164 11.361
2008 1772 167 11.212
Years Number of cases Incidence rates per million *  Population base (in million)
<15 15to<18 <18 <15 <18 =5 <18
2009 1797 353 2150 170 166 11.078 13.579
2010 1766 313 2079 169 163 10.979 13.408
2011 1733 357 2090 166 164 10.884 13.277
2012 1765 358 2123 170 167 10.782 13.187
2013 1759 336 2095 172 167 10.628 13.050
2014 1686 399 2085 164 164 10.628 13.062
2015 1758 411 2169 173 173 10.555 12.950
Total 57245 2527 59772

* Standard: Segi world standard population # Erweiterung um neue Bundeslander / inclusion of East Germany
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Tabelle 4:

Verteilung aller gemeldeten Félle aus der deutschen Wohnbevdlkerung nach Altersgruppen ohne
Altersbeschrankung # sowie zusatzlich erfasste Diagnosen (2006-2015)

Distribution of all reported cases in Germany by age groups without age restriction # and additional diagnoses
(2006-2015)

Age groups Diagnoses according to ICCC-3 Additional diagnoses (see Table 5)

(years) N % N %

0 1855 84 455 26.9

1-4 5963 27.2 336 19.8
5-9 4607 21.0 328 194 n
10-14 5155 235 405 23.9 g
0-14 17580 80.1 1524 90.0 2
15-17 3487 15.9 133 7.9 2
18-19 277 1.3 8 0.5 g
20-24 239 1.1 10 0.6 %
225 372 1.7 18 1.1 |c_s

215 4375 19.9 169 10.0

reported cases 21955 100.0 1693 100.0

Bis 2008 wurden systematisch nur Patienten bis unter 15 Jahren erfasst; seit 2009 werden systematisch Patienten bis unter 18 Jahren
erfasst. Patienten ab 18 Jahren gehoren nicht zur Registerpopulation und sind nicht représentativ fiir die deutsche Bevolkerung.

Until 2008 patients were systematically registered until under the age of 15; since 2009 patients are systematically registered until under the
age of 18. Patients aged 18 years and older are not part of the registry population and are not representative for the German population.

Tabelle 5:
Nicht in der ICCC-3 definierte, systematisch registrierte Diagnosen, Félle unter 15 Jahren (2006-2015)
Systematically registered diagnoses not defined in ICCC-3, cases under the age of 15 (2006-2015)

Diagnoses Sex Number of cases Incidence rates per million Trial par-
Sex ratio N Age groups Age groups s?:r?c-i. Cum. ticipants
m/f 014 0 1-4 5-9 10-14 0 1-4 59 10-14 World *0-14 %
Non-malignant girls 282 78 83 72 49 23 6 4 6 81 84.4
Langerhans cell boys 408 95 121 93 99 27 9 5 8 111 85.0
histiocytosis total 1.4 690 173 204 165 148 25 7 5 4 7 97 84.8
Benign/mature teratoma  girls 490 125 58 106 201 38 4 6 11 9 138 95.7
boys 144 86 30 18 10 25 2 1 0 3 40 93.8
total 0.3 634 211 88 124 211 31 3 3 5 6 88 95.3
Severe aplastic anaemia  girls 41 3 7 17 14 1 1 1 1 1 11 90.2
boys 57 2 19 15 21 1 1 1 1 1 15 93.0
total 14 98 5 26 32 35 1 1 1 1 1 13 91.8
Mesoblastic nephroma girls 20 20 0 0 6 0 O 0 0 6 85.0
boys 25 23 0 1 7 0 O 0 1 7 96.0
total 1.3 45 43 0 1 6 0 O 0 1 7 91.1
Other diseases girls 22 12 2 2 4 0 O 0 0 6 59.1
of blood and boys 32 11 11 4 6 3 1 0 0 1 9 56.3
haemopoietic system total 15 54 23 17 6 8 3 1 0 0 1 8 57.4

* Standard: Segi world standard population
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Tabelle 6:

Altersstandardisierte* Inzidenzraten (pro Million), standardisierte Inzidenzverhéaltnisse (SIR) und 95%-Konfidenz-
intervalle (Cl) regional gegliedert nach Patientenwohnsitz fur Félle unter 15 Jahre (2006-2015)

Age-standardized* incidence rates (per million), standardized incidence ratios (SIR) and 95%-confidence intervals (Cl)
for cases under 15 by patients residence region (2006-2015)

Bundeslander und All malignancies Leukaemias
Regierungsbezirke No. of Incidence SIR 95%-Cl No. of Incidence SIR 95%-ClI
States and counties cases rate * cases ateks
Schleswig-Holstein 655 174 1.05 0.97-1.13 218 59 1.07 0.93-1.22
Hamburg 372 166 0.99 0.89-1.09 125 57 1.00 0.83-1.19
g Niedersachsen 1735 164 0.98 0.93-1.02 595 57 1.03 0.95-1.11
g Bremen 122 155 0.92 0.76-1.09 39 51 0.89 0.63-1.21
(I Nordrhein-Westfalen 4047 172 1.02 0.99-1.06 1263 55 0.97 0.92-1.03
-8 Dusseldorf 1163 176 1.05 0.99-1.11 361 57 1.00 0.90-1.10
g Koln 1009 171 1.03 0.97-1.10 297 52 0.92 0.82-1.03
% Munster 612 172 1.03 0.95-1.11 218 63 1.12 0.98-1.28
& Detmold 487 171 1.01 0.92-1.10 154 55 0.97 0.82-1.14
Arnsberg 776 167 0.99 0.92-1.06 233 51 0.91 0.80-1.03
Hessen 1354 170 1.01 0.96-1.06 468 60 1.06 0.97-1.16
Darmstadt 847 164 0.98 0.92-1.05 298 59 1.04 0.93-1.17
GieRRen 254 197 1.13 0.99-1.28 85 67 1.15 0.92-1.43
Kassel 253 163 0.97 0.86-1.10 85 57 1.00 0.80-1.24
Rheinland-Pfalz 908 177 1.05 0.98-1.12 287 57 1.01 0.90-1.14
Baden-Wirttemberg 2379 163 0.97 0.93-1.01 771 54 0.96 0.89-1.03
Stuttgart 884 161 0.96 0.90-1.03 290 54 0.96 0.85-1.08
Karlsruhe 618 173 1.04 0.96-1.13 203 59 1.04 0.90-1.20
Freiburg 497 163 0.99 0.90-1.08 164 56 0.99 0.85-1.16
Tubingen 380 153 0.90 0.81-0.99 114 48 0.82 0.68-0.99
Bayern 2766 166 0.99 0.95-1.02 959 59 1.04 0.98-1.11
Oberbayern 949 159 0.94 0.88-1.00 341 58 1.02 0.92-1.14
Niederbayern 246 154 0.93 0.81-1.05 77 51 0.89 0.70-1.11
Oberpfalz 261 187 1.10 0.97-1.24 87 65 1.12 0.90-1.38
Oberfranken 209 154 0.94 0.82-1.08 71 56 0.98 0.77-1.24
Mittelfranken 334 150 0.90 0.80-1.00 106 49 0.87 0.71-1.05
Unterfranken 303 181 1.08 0.96-1.21 109 67 1.19 0.98-1.44
Schwaben 464 189 112 1.02-1.23 168 70 124 1.06-1.45
Saarland 194 165 1.00 0.86-1.15 60 52 095 0.72-1.22
Berlin 659 157 0.93 0.86-1.01 232 56 0.99 0.86-1.12
Brandenburg 445 160 0.96 0.87-1.05 157 58 1.01 0.86-1.18
Mecklenburg-Vorpommern 287 158 0.95 0.84-1.06 88 50 0.87 0.70-1.07
Sachsen 844 182 1.09 1.01-1.16 262 57 1.01 0.89-1.14
Sachsen-Anhalt 413 170 1.01 0.92-1.12 131 54 0.97 0.81-1.15
Thiringen 397 166 0.98 0.89-1.08 128 54 0.95 0.79-1.13

* Standard: Segi world standard population
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Tabelle 7:

Anzahl der verstorbenen Patienten innerhalb von 5, 10 bzw. 15 Jahren nach Diagnose auf Basis des ICCC-3
unter den gemeldeten Patienten unter 15 Jahren aus der deutschen Wohnbevdélkerung und kumulative
Mortalitat nach Diagnosejahr, 1980-2010 (inklusive neue Lander seit 1991)

Annual number of deaths 5, 10 or 15 years from diagnosis based on ICCC-3 from the group of registered
patients aged under 15 in Germany and cumulative mortality by year of diagnosis 1980-2010 (including East
Germany since 1991)

Year of Deaths within 5 years Deaths within 10 years Deaths within 15 years
diagnosis after diagnosis after diagnosis after diagnosis
No. of Cum. mortality No. of  Cum. mortality No.of  Cum. mortality
cases per million cases per million cases per million i

(&)
S
S

1980 347 497 8IS 539 388 556 E

1981 343 486 379 536 395 559 bo)

1982 313 471 347 521 357 536 =

1983 319 495 359 557 372 577 8

1984 325 517 354 563 364 580 o

1985 322 524 362 588 379 616 |c_6

1986 320 531 355 589 365 605

1987 328 552 353 594 367 618

1988 318 526 349 577 359 594

1989 293 470 327 526 340 547

1990 326 499 354 541 370 566

1991 # 400 458 445 509 460 526

1992 # 437 496 473 537 493 560

1993 # 382 434 427 485 444 504

1994 # 374 425 409 465 421 478

1995 # 338 389 385 442 407 467

1996 # 349 403 386 445 402 463

1997 # 372 432 417 484 439 509

1998 # 351 410 392 458 406 474

1999 # 360 422 399 467 414 484

2000 # 395 468 429 508 449 532

2001 # 302 364 340 409

2002 # 320 388 358 434

2003 # 322 399 362 447

2004 # 293 372 342 433

2005 # 298 384 324 418

2006 # 295 389

2007 # 272 364

2008 # 288 388

2009 # 257 350

2010 # 237 327

# Including East Germany since 1991



7
[}
S
S

2

i

e}
c
©
0

Q@

I

=

98 Tabellen und Abbildungen / Tables and Figures

Tabelle 8:

Anzahl der am Deutschen Kinderkrebsregister in der Langzeitnachbeobachtung (LTS) befindlichen Patienten mit

Erstdiagnose im Alter von unter 15/ 18 (Stand 2015)

Number of patients in Long-Term-Surveillance (LTS) at the German Childhood Cancer Registry

first diagnosed aged under 15/ 18 (as of 2015)

Year of diagnosis 1980 - 1989* 1990 - 1999 * 2000 - 2009** 2010 - 2015** 1980 - 2015**
N (%) N (%) N (%) N (%) N (%)
Patients registered 10993 17245 18323 12442 59003 *

deceased 3895 (35.4 %)
surviving 7098 (64.6 %)
anonymous* 984 (13.9 %)
identifiable 6114 (86.1 %)

< 5 years since diagnosis -
>=5 years since diagnosis 6114 (100 %)
lost to follow-up

702 (11.5 %)

inLTS 5412 (88.5 %)

4228 (24.5 %)

13017 (75.5 %)

1107 (8.5 %)

11910 (91.5 %)

11910 (100 %)

857 (7.2 %)

11053 (92.8 %)

3350 (18.3 %)

14973 (81.7 %)

432 (2.9 %)

14541 (97.1 %)

14541 (100 %)

325 (2.2 %)

14216 (97.8 %)

1084 (8.7 %)

11358 (91.3 %)

113 (1.0 %)

11245 (99.0 %)

8597 (76.5 %)

2648 (23.5 %)

15 (0.6 %)

2633 (99.4 %)

12557 (21.3 %)

46446 (78.7 %)

2636 (5.7 %)

43810 (94.3 %)

8597 (19.6 %)

35213 (80.4 %)

1899 (5.4 %)

33314 (94.6 %)

# 59003 patients correspond to 59772 cases diagnosed under 15 / 18 years resident in Germany at the date of diagnosis 1980-2015

and diagnosed with a disease included in ICCC-3.
- Not applicable

+ Consent not available, refused or withdrawn later.

* First diagnosis under 15.

** First diagnosis under 15 until 2008, under 18 from 2009 onwards.

*** Eirst diagnosis under 18.
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Tabelle 10:

Zahl der vom Deutschen Kinderkrebsregister an die jeweiligen Landeskrebsregister (LKR) bis einschlielich 2015
weitergeleiteten Meldungen

Number of forwarded reports from the German Childhood Cancer Registry to the state cancer registries (LKR) up to
and including 2015

Diagnosis period

State cancer registry from to Cases
Krebsregister Schleswig-Holstein 01.01.2010  15.07.2015 469

0 Hamburgisches Krebsregister 01.01.2010  15.07.2015 238
Epidemiologisches Krebsregister Niedersachsen 01.01.2010  15.07.2015 1160
% Bremer Krebsregister 01.01.2010  15.07.2015 77
L Epidemiologisches Krebsregister NRW 01.01.2010  15.07.2015 2640
-8 Hessisches Krebsregister 01.01.2010  15.07.2015 899
S Krebsregister Rheinland-Pfalz 01.01.2010  15.07.2015 573
i) Bevolkerungsbezogenes Krebsregister Bayern 01.01.2015  15.07.2015 1738
% Epidemiologisches Krebsregister Saarland 01.01.2010  15.07.2015 134
= Gemeinsames Krebsregister GKR * 01.01.2010  15.07.2015 1917
Gesamt 9845

* der Lander Berlin, Brandenburg, Mecklenburg-Vorpommern, Sachsen-Anhalt und der Freistaaten Sachsen und Thiringen / the
states Berlin, Mecklenburg-Western Pomerania, Saxony-Anhalt, the Free States of Saxony and Thuringia

Anmerkung/Note:

In Baden-Wrttemberg befindet sich das Landeskrebsregister derzeit zum Teil im Aufbau /
in the state of Baden-Wirttemberg the state cancer registries are under development
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Forschungsprojekte und internationale Kooperationsprojekte seit 2013

Tabelle 12 / Table 12 120

Research projects and international cooperations since 2013



%2}
+—
(S]
&
o
—

o
=
(&)
S
@®©
Q
72}
)
0 d

114 Neues zu Forschungsprojekten / News on Research Projekts

ACCIS: Automated Childhood Cancer Information
System

In ACCIS, einem europaischen Projekt, wurden bis
1997 die Daten samtlicher bevdlkerungsbezogener
Krebsregister zu Kindern und Jugendlichen in Euro-
pa in Bezug auf Inzidenz und Uberlebenswahrschein-
lichkeiten zusammengefiihrt (10). Derzeit werden die
Daten bis 2009 und zum Teil bis 2012 fur eine aktua-
lisierte Fassung im Jahr 2016 bei der IARC (Interna-
tional Agency for Research on Cancer) gesammelt.

Das Deutsche Kinderkrebsregister tragt seine Daten
zu dem Projekt bei.

EUROCARE: EUROpean CAncer REgistry Based
Study on Survival and Care of Cancer Patients

Das EUROCARE-Projekt ist ein von der EU finanzier-
tes Projekt, das Ende der achtziger Jahre begann und
in dem Uberlebenswahrscheinlichkeiten bei Krebspa-
tienten im internationalen Vergleich und unter Beruck-
sichtigung zeitlicher Trends systematisch und umfas-
send analysiert werden. Zuletzt wurden die Daten der
EUROCARE-5-Studie, die die Jahre bis 2007 abdeckt,
publiziert (28). Derzeit werden die Datenséatze fir EU-
ROCARE-6 vorbereitet.

Das Deutsche Kinderkrebsregister tragt zu dem Pro-
jekt seine Daten bei.

PanCare: Forschungsprojekte im Rahmen des Pan-
Care-Netzwerkes

Das Netzwerk PanCare (Pan-European Network for
Care of Survivors after Childhood and Adolescent Can-
cer) ist ein Zusammenschluss von Experten (z.B. Me-
dizinern, Epidemiologen) und Betroffenen (Eltern und
Langzeitiiberlebende). Ziel ist es, Haufigkeit, Schwere
und Auswirkungen von Spétfolgen der Therapie bei
Kindern und Jugendlichen mit einer Krebserkrankung
zu reduzieren. Das langfristige strategische Ziel ist es
sicherzustellen, dass jeder europaische ehemalige Pa-
tient eine optimale Langzeitnachsorge erhélt (30, 31,
37).

Zwei EU-finanzierte Projekte wurden aus dem PanCa-
re Netzwerk initiiert:

PanCareSurFup: PanCare Childhood and Adole-
scent Cancer Survivor Care and Follow-up Studies

PanCareSurFup  (www.pancaresurfup.eu) startete
im Februar 2011 und wird offiziell Ende Januar 2017
zu Ende gehen. Das Projekt umfasst 16 Partner. Im
Rahmen dieser Verbund-Forschung sollen Richtlini-
en entwickelt werden, um die Nachsorge ehemaliger
Patienten zu optimieren und eine Grundlage fur for-

ACCIS: Automated Childhood Cancer Information
System

The European project ACCIS collected data from all
European population-based registries with data on
children and adolescents with respect to incidence and
survival probabilities. The published data is available
since 1997 (10). Currently data up to 2009 and partial-
ly up to 2012 is being collected at IARC (International
Agency for Research on Cancer) for an updated versi-
on in 2016.

The German Childhood Cancer registry contributes its
data to the project.

EUROCARE: EUROpean CAncer REgistry Based
Study on Survival and Care of Cancer Patients

EUROCARE is an EU-funded project, founded in the
late 1980ies, which aims at comparing and analyzing
international survival data on cancer patients. Regar-
ding children, the latest published data covers the ye-
ars until 2007 (28). Survival probabilities for childhood
cancers have greatly improved, but differences among
countries persist. Currently, data sets for EUROCA-
RE-6 are being prepared.

The German Childhood Cancer registry contributes its
data to the project.

PanCare: Research in the Framework of the Pan-
Care Network

PanCare (Pan-European Network for Care of Survivors
after Childhood and Adolescent Cancer) is a multidis-
ciplinary pan-European network of professionals (such
as clinicians and epidemiologists), survivors, and their
families that aims to reduce the frequency, severity,
and impact of late side-effects of the treatment of chil-
dren and adolescents with cancer. The long-term stra-
tegic aim of PanCare is to ensure that every European
survivor of childhood and adolescent cancer receives
optimal long-term care (30, 31, 37).

The PanCare network has so far started two EU-fun-
ded projects:

PanCareSurFup: PanCare Childhood and Adole-
scent Cancer Survivor Care and Follow-up Studies

PanCareSurFup (www.pancaresurfup.eu) started in
February 2011 and will officially run out in the end of
January 2017. It includes 16 partners. The joint rese-
arch aims to provide a basis for establishing guidelines
for follow-up in Europe, as well as a basis for research
generating information on late effects of cancer thera-
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schungsbezogene Informationen bereitzustellen, die
alle Spatfolgen der Krebstherapie betreffen. Eine gro-
3e européische Kohorte von tiber 100.000 ehemaligen
Patienten mit einer Krebserkrankung im Kindes- und
Jugendalter wurde aufgebaut, nachbeobachtet und
mogliche Spatfolgen werden speziell untersucht. Dazu
zahlt das Auftreten von Zweittumoren, Herzschadigun-
gen und das Versterben der Patienten mehr als funf
Jahre nach der Erkrankung (late mortality). Das Projekt
befindet sich in der Auswertephase. Erste Publikatio-
nen sind erschienen (37, 41).

PanCareLIFE: PanCare Studien zu Fertilitat, Ototo-
xizitdt und Lebensqualitat nach Krebs im Kindes-
und Jugendalter

An dem im November 2013 begonnenen EU-finanzier-
ten Forschungsprojekt PanCareLIFE (www.pancare-
life.eu) sind Wissenschaftler aus acht europaischen
Nationen beteiligt. Fertilitat, Ototoxizitat und gesund-
heitsbezogene Lebensqualitdt stehen im Focus die-
ses Projektes. Insgesamt flieRen die Daten von rund
12.000 Betroffenen in das Vorhaben ein. Anhand die-
ser Daten wollen die beteiligten Forscher Risikofakto-
ren identifizieren, die mdglicherweise im Zusammen-
hang mit Infertilitat und Ototoxizitat stehen. Dazu wird
DNA untersucht werden um festzustellen, welche ge-
netischen Varianten potentiell mit diesen Spatfolgen
assoziiert sind. Auch Guidelines zur Fertilitatserhaltung
werden erarbeitet. PanCareLIFE wird an der Universi-
tatsmedizin Mainz koordiniert (22, 30).

KiKme: Krebserkrankungen im Kindesalter und
molekulare Epidemiologie

Die Studie ,Krebserkrankungen im Kindesalter und
molekulare Epidemiologie* — KiKme konzentriert sich
auf die Erforschung von angeborenen Risikofaktoren
bei der Entstehung von Krebserkrankungen im Kindes-
alter. Fur ehemalige und aktuell betroffene Kinder hat
diese Grundlagenforschung keinen direkten Nutzen,
wird jedoch langfristig und im Zusammenhang mit an-
deren Forschungsvorhaben einen praktischen Nutzen
in der Medizin erlangen. Der Schwerpunkt liegt auf der
Untersuchung des Zusammenspiels zwischen Erban-
lagen und Strahlung bei der Entstehung von Krebser-
krankungen. Dabei sollen spezifische Wege der Kreb-
sentstehung erforscht werden, um den Einfluss von
angeborenen Veranlagungen und von molekularen
Markern der Strahlenempfindlichkeit auf die Reparatur
unserer Erbinformationen zu untersuchen. Dies erfolgt
durch einen Vergleich von Bestrahlungsversuchen an
Hautproben von Studienteilnehmern. Die Gewebe-
proben aus der Haut werden dann zur Bestimmung
von Laborwerten und fir die Bestimmung von Erbin-
formationen und ihrer Botenstoffe (genetische Unter-
suchungen) herangezogen. Es sollen drei Gruppen
miteinander verglichen werden: Studienteilnehmer mit
einer erneuten Krebserkrankung nach einer friheren

pies. The project has collated a large European cohort
of more than 100,000 former patients with cancer in
childhood or adolescence, their follow-up, and potenti-
al late effects. These include cardiac disease, second
cancers and late mortality (more than 5 years after dia-
gnosis). At present, the analyses are carried out. First
publications have come out (37, 41).

PanCareLIFE: PanCare Studies in Fertility and Oto-
toxicity to Improve Quality of Life after Cancer du-
ring Childhood, Adolescence and Young Adulthood

Scientists from 8 European nations contribute to the
EU-funded research project PanCareLIFE (www.pan-
carelife.eu). The main issues of this project are fertility,
ototoxicity, and quality of life. Data from 12,000 former
patients are included in the project. The researchers
will identify risk factors for ototoxicity and infertility. This
includes an examination of DNA, which may modify the
risk for these late effects. The project includes a work
package which develops guidelines for fertility preser-
vation. PanCareLIFE is coordinated at the University
Medical Centre in Mainz (22, 30).

KiKme: Cancer in childhood and molecular epide-
miology

The focus of the study ,Cancer in childhood and mole-
cular epidemiology” — KiKme — is to explore genetic risk
factors for the development of cancer during childhood.
This basic research is of no direct benefit to former-
ly or currently affected children; however, it will be of
practical use in the medical field in the long run and
in connection with other research projects. The main
focus is to research the interaction of genetic factors
and radiation in the development of cancer. Specific
pathways of the development of cancer will be rese-
arched in order to explore the influence of congenital
predispositions and of molecular markers for radiation
sensitivity on the repair mechanisms of our genetic
information. This is being done by comparing study
participants’ skin samples, which were irradiated. The
tissue samples from the skin are used to measure la-
boratory values and to identify genetic information and
their messenger substances (genetic examination).
Three groups will be compared with one another: pa-
tients with a second neoplasm after childhood cancer,
patients with only one primary neoplasm in childhood,
and control patients without cancer. The cancer pati-
ents were identified by the German Childhood Cancer
Registry. The project was funded by the German Fe-
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Krebserkrankung im Kindesalter, Studienteilnehmer
mit nur einer Krebserkrankung im Kindesalter und Stu-
dienteilnehmer ohne Krebserkrankung. Die Krebspati-
enten wurden Uber das Deutsche Kinderkrebsregister
bestimmt. Die Studie wird vom BMBF finanziert und ist
Teil des ISIMEP und des ISIBELa Forschungsverbun-
des.

VIVE: Basiserhebung zu Lebenssituation, Gesund-
heitszustand und Lebensqualitdt nach onkologi-
scher Erkrankung im Kindes- und Jugendalter

Die Heilungschancen nach Krebs im Kindesalter liegen
mittlerweile je nach Erkrankungsart bei 70 - 95 Prozent.
Die notwendigen Therapien (u.a. Chemo- und Strah-
lentherapie) kénnen Spétfolgen verursachen; diese
werden im Rahmen des Projekts VIVE naher erfasst.
Dazu werden die ehemaligen, jetzt erwachsenen Pa-
tienten (mindestens 25 Jahre alt) mittels Fragebogen
in einer umfassenden Basiserhebung nach (psycho-)
somatischen Spatfolgen, ihrem jetzigen Gesundheits-
zustand und ihrer Lebensqualitat befragt.

Die Gesamtkoordination und zusammenfassende Aus-
wertung erfolgt durch die Projektleitung in Munster (Kli-
nik fur Kinder- und Jugendmedizin des Universitatskli-
nikums). Das Deutsche Kinderkrebsregister in Mainz
fuhrt die eigentliche Befragung (mittels Fragebogen)
durch und wertet zudem die Angaben zu den Zweitma-
lignomen aus. Eine Arbeitsgruppe in Hannover ordnet
die Patientendaten den ehemaligen Therapieoptimie-
rungsstudien mit Hilfe einer Therapiedatenbank zu.

Die Befragung der etwa 10.000 ehemaligen Patienten
begann im Jahre 2014 und endete 2015 (20).

CVSS: Kardiale und vaskuléare Spatfolgen von
Langzeit-Uberlebenden nach Krebs im Kindes- und
Jugendalter

Das Projekt ,Kardiale und vaskulare Spéatfolgen von
Langzeit-Uberlebenden nach Krebs im Kindes- und
Jugendalter* (Cardiac and vascular late sequelae in
long-term survivors of childhood cancer, CVSS) wird
von der Deutschen Forschungsgemeinschaft (DFG)
gefordert und startete im Juli 2013. Es wird an der Uni-
versitatsmedizin Mainz als interdisziplinares, koopera-
tives Projekt des Deutschen Kinderkrebsregisters am
IMBEI, der Padiatrischen Hamatologie/Onkologie/Ha-
mostaseologie des Zentrums fiir Kinder- und Jugend-
medizin und der Praventiven Kardiologie und Medizi-
nische Pravention an der Il. Medizinischen Klinik und
Poliklinik durchgefiihrt.

Ziel der CVSS-Studie ist es, die Zusammenhange
zwischen der Behandlung von Krebserkrankungen im
Kindesalter und den Spatfolgen fur das Herz-Kreis-
lauf-System zu erforschen, um friihzeitig Risikogrup-

Education and Research (BMBF) and is part of the re-
search consortium ISIMEP and ISIBELa.

VIVE: Baseline Survey on Life Situation, Health,
and Quality of Life after an Oncological Disease in
Childhood or Adolescence

The chances of survival after cancer in childhood are
between 70 and 90% nowadays, depending on the di-
sease entity. The therapies necessary for this (such as
chemo- and radiotherapy) can potentially cause late ef-
fects; these are the research topic of VIVE. For this, all
former patients who are adults now (at least 25 years
of age) are invited to participate in a baseline survey of
their current situation: (psycho-) somatic late effects,
current health status, and quality of life.

The coordination and concluding analysis and evalua-
tion lie with the principal investigators in Munster (Kli-
nik for Kinder- und Jugendmedizin des Universitatskli-
nikums). The German Childhood Cancer Registry in
Mainz conducts the technical side of the survey (with
a questionnaire) and analyses the second neoplasm
information. A working group in Hannover retrospecti-
vely assigns the therapy data with the help of a therapy
data base.

The survey, including about 10,000 former patients,
started in 2014 and ended in 2015 (20).

CVSS: Cardiac and vascular late sequelae in long-
term survivors of childhood cancer - a multidiscipli-
nary clinical, epidemiological and genetic approach

The project “Cardiac and vascular late sequelae in
long-term survivors of childhood cancer” (CVSS-study)
is funded by the Deutsche Forschungsgemeinschaft
(DFG) and was launched in July 2013. It is conduc-
ted jointly at the University Medical Center Mainz by
the German Childhood Cancer Registry at the IMBEI,
the Pediatric Hematology/Oncology/Hemostaseology
at the Center for Childhood and Adolescent Medicine,
and the Preventive Cardiology and Medical Prevention
at the 2nd Medical Clinic and Policlinic.

The aim of the CVSS-study is to investigate the cor-
relation between childhood cancer treatment and car-
dio-vascular late-sequelae to identify risk groups fur
the occurrence of therapy-associated late sequelae
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pen fur das Auftreten von Therapiespatfolgen zu
identifizieren und schliellich Empfehlungen fir Vor-
sorgeuntersuchungen ableiten zu kénnen sowie eine
zielgerichtete Nachsorge zu ermdglichen.

Insgesamt wurden Uber das Deutsche Kinderkrebs-
register 2.657 ehemalige Patienten eingeladen, an
der CVSS-Studie teilzunehmen. Uber 900 ehemalige
Patienten wurden bereits mit einem standardisierten
kardiovaskularen Untersuchungsprogram im Mainzer
Studienzentrum der ,Gutenberg-Gesundheitsstudie”
untersucht. Ein besonderes Augenmerk liegt auf sub-
klinischen Veranderungen. Die unmittelbar erhobenen
und medizinisch relevanten Untersuchungsergebnisse
werden den Teilnehmern in einem umfassenden Be-
richt zur Besprechung mit dem Haus- oder Facharzt
ausgehandigt (21, 25).

Weitere Informationen zur CVSS-Studie finden sich
unter www.CVSS-Studie.de.

Beschreibungen der anderen Projekte finden Sie in
den vorangegangenen Jahresberichten.

early on and to eventually infer recommendations for
medical screening and to make targeted follow-up care
possible.

Altogether 2,657 former patients have been invited by
the GCCR to patrticipate in the CVSS-study. More than
900 former patients have already been examined with
a standardized cardiovascular examination program
at the study center of the “Gutenberg Health Study” in
Mainz. Subclinical diseases are particularly looked at.
The patients are provided with the immediately availa-
ble and medically relevant results of their examinations
in a comprehensive report for their general practitioner
or medical specialist (21, 25).

More information is available at www.CVSS-Studie.de.

For descriptions of the other projects, please see
previous annual reports.
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Datengrundlage, Methoden und Ergebnis-
darstellung

Rechtliche Grundlagen und Finanzierung des Re-
gisters

Das Deutsche Kinderkrebsregister (DKKR) wird auf der
Basis der geltenden Datenschutzgesetze ohne eigene ge-
setzliche Grundlage gefuhrt. Das bedeutet, dass von den
betroffenen Patienten oder deren Sorgeberechtigten eine
spezielle Einwilligung gegeben werden muss. Aufgrund
des groRen Engagements der Familien liegt der Anteil der
nicht gegebenen Einwilligungen bei unter 1%, unter 1%
der Einwilligungen fehlen aus anderen Grunden. Im Fal-
le einer fehlenden Einwilligung erfolgt eine anonymisierte
Minimal-Erfassung, um diese Falle zumindest mit ihrer
Verdachtsdiagnose bei den allgemeinen Inzidenzberech-
nungen mitzahlen zu kénnen. Spéatere Datenprufungen,
Erganzungen, Nachbeobachtung und direktes Anspre-
chen der Betroffenen sind dann nicht moglich.

Die behandelnden Arzte melden unentgeltlich und grund-
satzlich freiwillig. Aufgrund dieser Voraussetzungen war
durch das Inkrafttreten des Krebsregistergesetzes des
Bundes (1.1.1995) und der diversen Landeskrebsregis-
tergesetze eine Anderung in der Verfahrensweise zur
systematischen Erfassung der Erkrankungsfélle nicht
erforderlich. Seit dem 1.1.2007 (zuletzt geandert 2016)
schreibt die ,Richtlinie des Gemeinsamen Bundesaus-
schusses utber MaRnahmen zur Qualitatssicherung fur
die stationare Versorgung von Kindern und Jugendlichen
mit hAmatoonkologischen Krankheiten geman § 137 Abs.
1 Satz 1 Nr. 2 SGB V fiur nach § 108 SGB V zugelas-
sene Krankenhauser (Vereinbarung zur Kinderonkologie
KiOn-RL)" die Meldung von Féllen unter 18 Jahren mit pa-
diatrisch-onkologischen Erkrankungen an das Deutsche
Kinderkrebsregister vor (39). Das am 9.4.2013 in Kraft
getretene Krebsfriiherkennungs- und registergesetz des
Bundes (KFRG) (19) schlief3t mit Hinweis auf die Zustan-
digkeit des Deutschen Kinderkrebsregisters Félle unter 18
Jahren mit padiatrisch-onkologischen Erkrankungen aus-
dricklich nicht ein.

Die Forderung des DKKR erfolgt zu je einem Drittel durch
das Bundesministerium fiir Gesundheit, das Ministerium
fur Soziales, Arbeit, Gesundheit und Demografie des Lan-
des Rheinland-Pfalz und die Gesundheitsministerien der
Lander.

Charakterisierung des Deutschen Kinderkrebsregis-
ters

Das DKKR ist seit dem Beginn 1980 am Institut fir Medi-
zinische Biometrie, Epidemiologie und Informatik (IMBEI)
der Universitatsmedizin der Johannes Gutenberg-Univer-
sitat Mainz angesiedelt und kooperiert mit der Gesellschaft
fur Padiatrische Onkologie und Hamatologie (GPOH) und
den behandelnden Kliniken. Es ist dadurch charakterisiert,
dass es neben den Ublichen, in einem bevolkerungsbe-
zogenen Krebsregister erfassten Daten auch eine ganze

Basis of Registration, Methods and Presen-
tation

Legal basis and financial support

The German Childhood Cancer Registry (GCCR) ope-
rates without any specific legal basis in accordance with
existing legislation on data privacy and security. Patients
or their guardians are required to give their consent to
registration. The families are committed to the cause, so
less than 1% do not give their consent, another less than
1% are missing for other reasons. When the consent is
missing, the anonymized cases are registered with mini-
mum information, so the cases can be counted in for the
incidence rate estimates. Any later validation, completion,
follow-up or direct patient contact are not possible for the-
se cases.

The treating physicians report cases for free and basically
voluntarily. Because of this a change of procedure was not
necessary when the federal cancer registry law (1.1.1995)
and the state registry laws came into effect. Since Janu-
ary 1st 2007 (last change 2016) the directive ,Richtlinie
des Gemeinsamen Bundesausschusses Uber MalRnah-
men zur Qualitatssicherung fir die stationére Versorgung
von Kindern und Jugendlichen mit hdmato-onkologischen
Krankheiten gemaf § 137 Abs. 1 Satz 1 Nr. 2 SGB V flr
nach § 108 SGB V zugelassene Krankenhauser (Verein-
barung zur Kinderonkologie KiOn-RL)" made reporting
cases under 18 to the German Childhood Cancer Regis-
try mandatory (39). The law ,Krebsfriiherkennungs- und
-registergesetz des Bundes (KFRG)" (19), in effect since
9th April 2013, explicitly excludes pediatric oncology cases
under 18 due to the responsibility of the GCCR.

The funding is guaranteed by the Federal Ministry of He-
alth, the Ministry of Social Affairs, Labour, Health, and De-
mography of Rhineland-Palatinate and the Ministries of
Health of all 16 federal states to a third each.

Characterization of the German Childhood Cancer
Registry

The GCCR was established at the Institute for Medical
Biostatistics, Epidemiology and Informatics (IMBEI) of the
University Medical Center at the Johannes Gutenberg-Uni-
versity Mainz. It co-operates with the scientific society for
paediatric oncology and haematology (GPOH) and the
treating hospitals. The GCCR is a population based re-
gistry combined with some features of a clinical registry,
registering also clinical details such as staging, grading,



Reihe klinischer Informationen (z. B. Stadium, Grading,
immunologische Subtypen) erfasst (4). Dieser klinische
Bezug ist gewabhrleistet durch die enge Kooperation mit
den etwa 25 padiatrisch-onkologischen Therapieoptimie-
rungsstudien (klinischen Studien) bzw. diagnosespezifi-
schen klinischen Registern der GPOH. Der Anteil der hier-
in erfassten Falle ist mit tber 90% sehr hoch.

Ein weiteres Charakteristikum des DKKR, das in den letz-
ten Jahren immer mehr an Bedeutung gewonnen hat, ist
die Realisierung einer aktiven, zeitlich unbefristeten Lang-
zeitnachbeobachtung. Damit stellt das DKKR die Grund-
lage fur die Erforschung von Spétfolgen, wie z.B. Folge-
neoplasien, bereit.

Dokumentationsablauf und Datenfluss

Von den kooperierenden Kliniken wird jeweils bei Auftre-
ten einer Neuerkrankung ein kurzer Meldebogen an das
DKKR geschickt (DKKR-Erstmeldung). Er enthalt u.a. die
Verdachtsdiagnose, wesentliche Identifikationsmerkmale,
die Bestatigung der Einwilligung zu der Meldung durch
Patient und/oder Sorgeberechtigte und die Information,
ob und an welcher klinischen Therapieoptimierungsstudie
der Patient teilnimmt bzw. an welches diagnosespezifi-
sche klinische Register er gemeldet wurde. Die Weiterlei-
tung validierter diagnostischer Detail-Informationen von
der Therapiestudienleitung an das DKKR erfolgt spater,
meist elektronisch, in regelmatigen Intervallen. Bis auf
vereinzelte Ausnahmen sind alle Diagnosen histologisch
oder immunologisch verifiziert.

Bis zum Abschluss der primaren Therapiephase und im
Verlauf der Nachsorge erfolgt normalerweise eine regel-
maRige Nachbeobachtung durch die Therapie-Studi-
enleitung bzw. das diagnosespezifische Register. Dies
erstreckt sich Ublicherweise Uber die 5 Jahre nach Dia-
gnose. Anschliel3end erfolgt die Nachbeobachtung durch
das DKKR, wobei DKKR und Therapiestudienleitung die
Daten jeweils untereinander austauschen. Das DKKR
erhalt Nachbeobachtungs-Informationen aus mehreren
Quellen: der Klinik (solange der Patient dort noch in der
Nachsorge ist), Einwohnermeldedmtern (im Rahmen von
Adressrecherchen), gegebenenfalls Landeskrebsregis-
tern und nicht zuletzt in zunehmendem Maf3e von den
Patienten selbst. Der Dokumentationsablauf und die Sy-
nergieeffekte zwischen Therapieoptimierungsstudien und
DKKR sind in (4, 5, 8, 15, 23, 24, 39) beschrieben. Die
Langzeitnachbeobachtung ist in (11, 16-18) publiziert.

Datengrundlage

Das DKKR nahm 1980 seine Arbeit auf. Die Registerpo-
pulation im engeren Sinne umfasst die Kinder und Ju-
gendlichen, die vor ihrem 15. Geburtstag, seit 2009 vor
ihrem 18. Geburtstag, an einer malignen Erkrankung (ein-
schlie3lich der histologisch nicht bdsartigen ZNS-Tumo-
ren (Tumoren des Zentralen Nervensystems)) erkranken
und zur deutschen Wohnbevoélkerung gehoren. Seit 1991
sind die neuen Bundeslander mit einbezogen.
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and immunological subtypes (4). The clinical information
is based on the integrated information exchange and data
flow between the ca. 25 GPOH organized therapy optimi-
zation trials or respective diagnosis specific registries and
the GCCR. More than 90% of all cases are included in
these trials or respective diagnosis specific registries.

The GCCR is also characterized by an active open end
long-term follow-up of all registered patients. This has
become increasingly important in recent years and is the
basis for research on late effects, such as subsequent
neoplasms.

Documentation and flow of information

After admission of a newly diseased individual to one of
the co-operating hospitals, a notification form is sent to the
GCCR. This contains patient identification data, a confir-
mation of consent (patient or guardian) to the registration,
a preliminary diagnosis and information on whether this
case will be included in one of the on-going therapy opti-
mization trials or respective diagnosis specific registries.
Later the centres regularly provide the GCCR with valida-
ted diagnostic information, usually annually in electronic
form. With few exceptions all diagnoses are histologically
or immunologically verified.

Tumour-specific follow-up information is usually provided
by the therapy studies until the end of the first clinical tre-
atment phase and during clinical follow-up, which usually
lasts about 5 years. After this, the long-term follow-up is
conducted by the GCCR, regularly exchanging this infor-
mation with the therapy trials or respective diagnosis spe-
cific registries. The GCCR collects data from various sour-
ces, such as the hospitals (during aftercare), state cancer
registries, municipalities, and increasingly the patients
themselves. This flow of information is described in (4, 5,
8, 15, 23, 24, 39), the follow-up procedures are published
in (11, 16-18).

Data basis

In 1980, the GCCR was initiated by the GPOH. It is inten-
ded to include all children and adolescents with malignant
disease (or - no matter what behaviour code - any form of
tumours of the central nervous system (=CNS tumours))
diagnosed before the 15th birthday, since 2009 before
the 18th birthday, and resident in Germany at diagnosis.
Since 1991, cases from the area of the former German
Democratic Republic (GDR) are included.
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Die Klassifizierung der Erkrankungen erfolgt derzeit nach
der International Classification of Childhood Cancer 3rd
edition (ICCC-3) (9). Sie basiert auf einer Zusammenfas-
sung entsprechender Morphologien und Topographien,
codiert jeweils nach der ICD-O-3 (6) und ist am Ende des
Berichts wiedergegeben. Damit ist auch festgelegt, wel-
che Erkrankungen bei Kindern und Jugendlichen - gemaf
internationaler Konvention - in einem epidemiologischen
Krebsregister systematisch zu erfassen sind.

Die Vollzahligkeit der Erfassung fir unter 15-Jahrige be-
tragt seit 1987 Uber 95%; sie entspricht damit den inter-
nationalen Anforderungen an epidemiologische Krebs-
register. Die Meldung ist fir onkologische Kliniken der
Kinder- und Jugendmedizin fiir Félle bis unter 18 im Prin-
zip verpflichtend, daher sind auch die Meldungen typisch
padiatrisch-onkologischer Diagnosen fir Jugendliche (15-
17 Jahre) weitgehend vollz&hlig. Bei Diagnosen, die auch
haufiger oder typischerweise eher im Erwachsenenalter
auftreten, fehlen Meldungen.

Neben den in der ICCC-3 definierten Diagnosen werden
am DKKR einige weitere Diagnosegruppen systematisch
erfasst (Tabelle 5). Seit 2009 wurden entsprechend den
Empfehlungen des Gemeinsamen Bundesausschusses
noch einige wenige weitere nicht-maligne Diagnosen
hinzugenommen (39). Fur einige dieser Diagnosen exis-
tieren eigene Therapieoptimierungsstudien der Fach-
gesellschaft GPOH, zumindest die Studienfalle werden
systematisch gemeldet. Mit der bereits angelaufenen aber
noch nicht abgeschlossenen Umsetzung des KFRG (19)
in den Bundeslandern werden sich Anderungen beziiglich
der Abgleiche mit den Landeskrebsregistern ergeben, die
zurzeit noch nicht in Génze absehbar sind.

Die Erfassung von Zweit-/Folgeneoplasien (SN) ohne Al-
tersbegrenzung erfolgt aus verschiedenen Quellen, dar-
unter freiwillige Angaben von den betroffenen Patienten,
die eine Nachfrage bei inren behandelnden Arzten erlau-
ben. Trotz aller Bemiihungen ist nicht auszuschlieRRen,
dass diese Erfassung nicht vollz&hlig ist, die angegebenen
Zahlen sind daher als untere Abschéatzung anzusehen.

Grundlagen der Registrierung und Arbeitsweise
zum Nachlesen

Literaturstellen

e Meldung und Dokumentationsablauf
(4,5, 8, 39)

e Langzeitnachbeobachtung
(11, 16-18, 25)

e Statistische Methodik
(1-3,7)

* Richtlinie des Gemeinsamen Bundesausschusses
Uber MaRBnahmen zur Qualitatssicherung fir die stati-
onare Versorgung von Kindern und Jugendlichen mit
hamato-onkologischen Krankheiten

(39)

Classification of diseases is currently based on the Inter-
national Classification of Childhood Cancer 3rd edition
(ICCC-3) (9). The ICCC-3 is an aggregation of morpholo-
gy and topography codes based on ICD-O-3 (6), included
at the end of this report. This also defines internationally
which diagnoses in childhood and adolescence are recor-
ded mandatory in an epidemiologic cancer registry.

The completeness of registration for cases under 15 is
more than 95% since 1987; this complies with internatio-
nal requirements for an epidemiologic cancer registry.
Reporting cases is mandatory for pediatric and adolescent
oncology hospitals for cases under 18, thus the reporting
of typically pediatric oncologic diagnoses for adolescents
(15-17 years) are mostly complete. Diagnoses, which
would frequently or typically occur in adults are, however,
underrepresented.

Besides the diagnoses defined in ICCC-3, the GCCR re-
cords a number of further diagnoses systematically (Table
5). Since 2009 we added a few more rare non-malignant
diagnoses (39). For some of these diagnoses, there exist
therapy optimization trials within the GPOH, study cases
are usually systematically reported. The implementation of
the KFRG (19) has begun, but has not been finished yet in
the states. There will be changes regarding the data exch-
ange with the state cancer registries.

The ascertainment of second/subsequent neoplasms
(SN) without age limit is based on a variety of sources,
including voluntary reports from patients themselves who
permit their treating physicians to provide information. In
spite of all efforts it is possible that the numbers are not
complete, thus we consider our numbers to be a lower
estimate.

Further Information on the Basis of Registration
and Procedures

References

* Notification and documentation
(4,5, 8, 39)

* Long-term surveillance
(11, 16-18, 25)

» Statistical methods
(1-3,7)

* Richtlinie des Gemeinsamen Bundesausschusses
Uber MaRnahmen zur Qualitatssicherung fir die sta-
tionére Versorgung von Kindern und Jugendlichen mit
héamato-onkologischen Krankheiten

(39)



Weitere Informationen finden sich auf unserer Homepage
(www.kinderkrebsregister.de) und im Literaturverzeichnis:
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Further information can be found on our homepage
(www.kinderkrebsregister.de) and in the references:

e Beschluss der 82. Gesundheitsministerkonferenz 2009 (Kinderkrebsregister - Anhebung der Alters-
grenze flr die Registrierung von Kindern und Jugendlichen) (14)

» Bundeskrebsregisterdatengesetz (12)

e Krebsfriherkennungs- und -registergesetz (KFRG) (19)

¢ Notwendigkeit der namensbezogenen Datenspeicherung (40)

* Die Rahmenbedingungen des Deutschen Kinderkrebsregisters (8, 15)

» Positionspapier der Gesellschaft fir Padiatrische Onkologie und Hamatologie (GPOH) zu
(Langzeit-)Nachbeobachtung, (Langzeit-)Nachsorge und Spétfolgenerhebung bei padiatrisch-

onkologischen Patienten (11)

* DKKR-Regelwerk des Deutschen Kinderkrebsregisters zu datenschutz-relevanten Aspekten (29)

« DKKR-Einwilligungserklarung (26)

* DKKR-Technisches Datenschutz- und Datensicherheitskonzept des Deutschen Kinderkrebsregisters (27)

* Die Langzeitnachbeobachtungskohorte des Deutschen Kinderkrebsregisters (16-18)

Maf3zahlen und deren Berechnung
Inzidenz und allgemeine Kennzahlen

Die Gesamtzahl der Félle bezieht sich auf die Falle mit
Diagnosealter <15 Jahre, ab 2009 <18 Jahre, mit Haupt-
wohnsitz zum Zeitpunkt der Diagnose in Deutschland,
nach Diagnose, Altersgruppe, Geschlecht und den jewei-
lig angegebenen Zeitraum. Alle Angaben sind fur die letz-
ten 10 Jahre des Berichtszeitraums, soweit nicht anders
angegeben. Derzeit liegen fur die 15-17-Jahrigen noch
keine 10 Beobachtungsjahre vor; hier umfassen die An-
gaben derzeit die zurtickliegenden 7 Jahre. Dabei zahlen
wir im Allgemeinen Falle, nicht Patienten. Der Anteil der an
Therapieoptimierungsstudien oder diagnosespezifischen
klinischen Registern der GPOH teilnehmenden Félle
schlief3t alle Falle ein, von denen eine Studienleitung in
irgendeiner Form Kenntnis hat. Das heif3t, in diesem Anteil
sind auch Félle enthalten, die nicht zur Gruppe der Studi-
enteilnehmer im engeren Sinne zu zahlen sind.

Die Inzidenzrate (Neuerkrankungsrate) bezieht die An-
zahl der neu aufgetretenen Falle in einem bestimmten
Gebiet und Zeitraum auf die zugehdrige Wohnbevol-
kerung im entsprechenden Alter. Alle Inzidenzraten in
diesem Bericht sind Durchschnittsangaben fir den je-
weiligen Zeitraum und werden als Rate pro 1000000
(Million) Personenjahre dargestellt.

Die altersspezifische Inzidenzrate | fir die Altersgrup-
pe jim Zeitraum i errechnet sich als

<. 1000000

]

=

Ii]‘ —
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Descriptive Measures
Incidence and general measures

The total number of cases refers to the cases diagno-
sed at age <15 years, from 2009 onwards <18 years,
resident in Germany at the time of diagnosis, broken
down by diagnosis, age group, sex and time periods.
All figures are given for the most recent 10 years of the
reporting period, unless otherwise stated. So far, there
are not yet 10 years of observation available for cases
aged 15-17; so for these we currently report the last
seven years. We usually count cases, not patients. The
relative frequency of trial cases includes all cases the
trial centre or respective diagnosis specific registry is
informed of. This also includes cases who may not be
treated according to protocol.

The incidence rate relates the number of new cases in
a certain area and period to the resident population in
the relevant age group. All incidence rates in this report
are averages for the relevant period and are given as
rates per 1000000 (million) person years.

The age-specific incidence rate Iij for the age group j in
the time period i is calculated as

Z]'l
B 000000

v

&=

-[i':
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mit N, Anzahl der Neuerkrankungen im Alter j im Zeit-
raum i und B, Bevdlkerung im Alter j im Zeitraum i. In
der Regel werden in diesem Bericht altersspezifische
Inzidenzraten fir die unter 1-jahrigen (j=1), die 1- bis
4-jahrigen (j=2), die 5- bis 9-jahrigen (j=3) und die 10-
bis 14-jahrigen Kinder (j=4) berechnet, ab 2009 auch
fur die 15- bis17-jahrigen (j=5). Die (direkt) altersstan-
dardisierte Inzidenzrate fur unter 15- bzw. 18-Jahrige
errechnet sich mit Hilfe der Gewichte wj des von Segi
erarbeiteten WHO-Welt-Standards (2) (Tabelle M.1) als:

Tabelle M. 1/ Table M. 1

with N; the number of new cases at age j in time pe-
riod i and B, the population at age j in time period i.
This report usually gives age-specific incidence rates
for children under age 1 (j=1), ages 1-4 (j=2), ages 5-9
(7=3), and ages 10-14 (j=4). From 2009 onwards we
also include ages 15-17 (j=5). The directly standardi-
zed incidence rate for cases under 15 or 18 is calcula-
ted using the weights wj of the Segi WHO world stan-
dard (2) (Table M.1):

Zusammensetzung der Segi Weltbevélkerung fir Kinder unter 15 bzw. 18 Jahren im
Vergleich zur durchschnittlichen deutschen Wohnbevolkerung 2009-2015

Composition of the Segi world standard for children under 15 resp. 18 years compared

to the German population 2009-2015

Age-groups German population 2009-2015 World standard population
(vears) Absolute Relative ‘Weights

<15 <18 <15 <18
0 682,505 0.06 0.05 0.08 0.07
1-4 2,734,474 0.25 0.20 0.31 0.26
59 3,527,645 0.33 0.27 0.32 0.27
10-14 3,846,082 0.36 0.29 0.29 025
15-17 2,474716 - 0.19 - 0.15
Total 1.00 1.00 1.00 1.00

Die altersstandardisierte Inzidenzrate Di gibt die Neuer-
krankungsrate im Zeitraum i an, die man in der untersuch-
ten Population erwarten wirde, wenn die Altersstruktur
mit der Standardbevolkerung tbereinstimmen wirde.

Di = Z w]‘]ij
J

Die kumulative Inzidenz Ci bis 15 bzw. 18 Jahre er-
rechnet sich als Summe der altersspezifischen Inzi-
denzraten,

Ci=> 1

J

wobei hier gewohnlich 15 bzw. 18 Einzelaltersjahresklas-
sen verwendet werden (j=1,...,15 oder 18). Sie kann in-
terpretiert werden als das Risiko (die Wahrscheinlichkeit)
eines neugeborenen Kindes, bis zum 15. oder 18. Ge-
burtstag an einer Krebserkrankung zu erkranken.

The age standardized incidence rate Di gives the inci-
dence rate in period i, which would be expected if the
age structure in the report area were identical to the
standard population.

J

The cumulative incidence Ci until age 15 or 18 is esti-
mated as the sum of the age-specific incidence rates,

Ci=> 1

J

usually using 15 or 18 single-year age classes (j=1,...,
15 or 18). It can be interpreted as the risk (the probabi-
lity) of a newborn to become a cancer case until his/her
15th or 18th birthday.



Die in padiatrisch onkologischen Publikationen gern
verwendete Darstellung der Inzidenzrate oder der ku-
mulativen Inzidenz als 1/K; Kinder (d.h. eins von K, Kin-
dern ist betroffen) ergibt sich Gber die Umrechnungen

1000000
;= M oder Kz = —_—
CZ' Cz

Die Bevolkerungszahlen fur das Jahr 2015 lagen bei
Erstellung des Jahresberichts noch nicht vor und wur-
den hochgerechnet. Die Hochrechnung basiert auf
dem Trend der Vorjahre und den Geburtenzahlen des
Vorjahrs. Aus diesem Grund ist das letzte Jahr in der
Trenddarstellung ebenso blassblau gekennzeichnet
wie die Jahre 1980-87, wo die Meldungen des Regis-
ters Uberwiegend noch nicht vollzéhlig waren.

Innerhalb des Zeitraums bis unter 15 Jahren sind die
Halfte der Falle bei Diagnose jinger und die andere
Halfte alter als das mediane Alter bei Diagnose (ange-
geben in Monaten).

Neben den im Jahresbericht verdffentlichten Tabellen
und Abbildungen finden sich auf der Homepage des
Deutschen Kinderkrebsregisters noch weitere detail-
lierte Zahlen zum Abruf (38).

Uberlebenswahrscheinlichkeit und Mortalitit

Die Berechnung der Uberlebenswahrscheinlichkeiten
erfolgt nach der von Brenner und Spix vorgeschlagenen
Modifikation des Sterbetafel-Verfahrens (7). Die Werte
sind mit der Schatzung nach Kaplan-Meier (1) vergleich-
bar, jedoch erlaubt dieses Verfahren auch fur die erst in
den letzten Jahren Erkrankten sowohl eine Hochrechnung
fur einen dariiber hinausgehenden Zeitraum als auch eine
stabilere Abschatzung des Langzeittiberlebens.

Die graphische Darstellung in diesem Bericht prasen-
tiert die Uberlebenszeitkurven nur bis zum tatséchlichen
Beobachtungsende. Dargestellt werden die Uberlebens-
wahrscheinlichkeiten nach Diagnosejahren fur die erste
bis dritte Dekade, die zweite Dekade, und die angefange-
ne vierte Dekade. Bei einigen Diagnosen liegen noch kei-
ne ausreichend vollstandigen Nachbeobachtungsdaten
aus den letzten Jahren vor, die entsprechende Kurve wird
dann nicht dargestellt und die Angaben in den Tabellen
fehlen. Auch bei sehr wenigen Fallen bzw. unvollstandi-
gen Nachbeobachtungsdaten wird keine Uberlebens-
wahrscheinlichkeit in den Tabellen angegeben.

Die Berechnung der Mortalitatsrate und der kumulativen
Mortalitat erfolgt analog zur Inzidenzrate und kumulati-
ven Inzidenz. Es werden die Todesfalle der 5, 10 und 15
Jahre nach Diagnose betrachtet bezogen auf einen ent-
sprechend um 5/10/15 Jahre zuriickverlegten Diagnose-
zeitraum.
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Paediatric-oncology publications like to present inci-
dence rates or the cumulative incidence in an alternati-
ve form, namely as 1/K, children (one of K. children will
be affected). This can be derived by

1000000 1000000

For 2015 population data was not yet available; we are
thus using estimated numbers. The estimation is based
on the trend of the previous years and the number of
births of the previous year.- So the last year and the
years 1980-87, where most of the registry data was not
complete yet, are indicated in pale blue in the trend
graphics.

Until the 15th birthday half of the cases are younger
than the median age at diagnosis, and the other half
are older (presented in months).

In addition to the Tables and Figures in this report, more
detailed numbers can be obtained from the homepage
of the German Childhood Cancer registry (38).

Survival probability and mortality

Survival probabilities were computed using the life ta-
ble method extension proposed by Brenner and Spix
(7). These estimates can be directly compared to the
more commonly used estimates by Kaplan-Meier (1),
but also permit making statements for more recently
diagnosed cases regarding a) extrapolated long-term
survival and b) more stable short-term survival estima-
tes.

The graphical presentation in this report cuts the survi-
val curves at the observed maximum observation time.
We present the survival curves for the first, second and
third decade, and the beginning of the fourth decade.
For some diagnoses follow-up data for more recent-
ly diagnosed cases is still rather incomplete, we then
do not present this most recent curve and the corres-
ponding numbers. Few cases under observation and
generally incomplete follow-up data also leads to no
information about survival and mortality.

The mortality rate and the cumulative mortality are
computed in analogy to the incidence rate and the cu-
mulative incidence. We include only deaths within a 5-,
10-, and 15-year follow-up after diagnosis referring to
the diagnosis period from 5/10/15 years earlier.
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Zweit-/IFolgeneoplasien

Eine Zweit-/Folgeneoplasie ist eine weitere Neubil-
dung, die nach der ersten bzw. vorangegangenen
Neoplasie bei dem gleichen Patienten auftritt. Die eng-
lischen Begriffe hierzu sind ,second neoplasm‘ oder
,Subsequent neoplasm‘, abgekiirzt SN.

Die Berechnung der kumulativen Inzidenz der inner-
halb von 30 Jahren nach Diagnose aufgetretenen
zweiten Krebserkrankungen (SN) bezieht sich nur auf
in der ICCC-3 definierte Krebserkrankungen. Gutartige
weitere Erkrankungen (auf3er den in der ICCC-3 ein-
geschlossenen ZNS-Tumoren) werden hier nicht mit-
gezahlt.

Die Bezugsbevdlkerung fur die Berechnung der im
Jahresbericht angegebenen kumulativen Inzidenz der
zweiten Krebserkrankungen ist die Gruppe aller Pati-
enten mit einer ersten Krebserkrankung (nach ICCC-3)
im Alter von unter 15 Jahren in der deutschen Wohnbe-
volkerung. Die Angabe der kumulativen Inzidenz erfolgt
pro 100 Personenjahre unter Risiko (%). Wegen der re-
lativ hohen Zahl an Todesféallen wird zur Berechnung der
kumulativen Inzidenz mit dem Aalen-Johansen-Schét-
zer (3) eine Variante des Kaplan-Meier-Verfahrens (1)
angewendet, das diesen Umstand als konkurrierendes
Risiko bericksichtigt. Angegeben wird die kumulative
Inzidenz einer zweiten Krebserkrankung nach der je-
weils dargestellten Ersterkrankung, sowie umgekehrt
die jeweils betrachtete Krebserkrankung ihrerseits als
zweite Erkrankung nach einer beliebigen vorangegan-
genen Krebserkrankung.

Lesehilfe am Beispiel der Akuten Myeloischen Leuka-
mie (ICCC-3 Ib) (Tabelle M.2):

Tabelle M.2 / Table M.2:

Second/Subsequent neoplasms

A second or subsequent neoplasm (SN) is a neoplasm,
which occurred after the primary or preceding neo-
plasm in the same patient.

The cumulative incidence of second neoplasms (SN)
within 30 years of diagnosis includes only ICCC-3 de-
fined cases. Non-malignant diseases (unless they are
non-malignant CNS-tumours included in ICCC-3) are
not counted here.

The population base for these calculations are all pa-
tients with a primary disease (as defined in ICCC-3)
at age <15, resident in Germany. The cumulative inci-
dence is given per 100 person years under risk (%). As
the number of deaths is relatively high, we estimate the
cumulative incidence by the Aalen-Johansen-estimator
(3), an extension of the Kaplan-Meier-procedure (1),
which accounts for competing risks. We present the
cumulative incidence of a second neoplasm after the
respective primary neoplasm and then the respective
diagnosis as SN after any primary neoplasm.

The tables should be read as follows, using acute mye-
loid leukaemia (ICCC-3 Ib) as an example (Table M.2):

Zweitneoplasieinformationen am Beispiel der AML (I(b)) /

Second neoplasm Information for AML (I(b)) as an Example

Second neoplasms (SN) within 30 yrs. of diagnosis (1980-2013):
| (b) Acute myeloid leukaemias

SN after | (b) I (b) as SN after any primary
% of all Cumulative % of all  Cumulative
N 1253 SN incidence N 1253 SN incidence
51 4.1 % 5.2% 140 11.2% 0.3 %

Bei den in den Jahren 1980-2013 mit einer AML unter
15 Jahren als erster Krebserkrankung diagnostizierten
Patienten wurden in den folgenden bis zu 30 Jahren
51 zweite Krebserkrankungen diagnostiziert. Das sind
4,1% von allen 1253 innerhalb von 30 Jahren nach
Diagnose in den Jahren 1980-2013 an das DKKR ge-
meldeten zweiten Krebserkrankungen. Bei 4,1% aller
priméaren AML Patienten wird innerhalb von 30 Jahren
nach Erstdiagnose eine weitere Krebserkrankung dia-
gnostiziert, das ist unterdurchschnittlich im Vergleich

Within 30 years of diagnosis 51 second neoplasms
were diagnosed out of the patients with an AML as a
first diagnosis at age under 15 in the years 1980-2013.
These are 4.1 % of all 1253 recorded second neoplas-
ms within 30 years of diagnosis in the years 1980-2013
at the GCCR. 4.1% of all primary AML patients are di-
agnosed with a second neoplasm within 30 years of
diagnosis in the years 1980-2013, this is lower than the
average cumulative incidence of 6.6% for all malignan-
cies.



zum durchschnittlichen SN-Risiko nach allen Maligno-
men von 6,6%.

Nach einer ersten Krebserkrankung beliebigen Typs im
Alter von unter 15 in den Jahren 1980-2013 wurde bei
140 Patienten anschlieBend in den néchsten 30 Jahren
eine AML diagnostiziert. 11,2% aller 1253 dem DKKR
innerhalb von 30 Jahren nach Diagnose in den Jahren
1980-2013 gemeldeten zweiten Krebserkrankungen
sind AML, im Vergleich zu dem Anteil von AML an al-
len Krebserkrankungen im Kindesalter (4,3%) ist das
ungewohnlich viel. Bei 0,3% aller kindlichen Krebspati-
enten wird innerhalb von 30 Jahren nach Erstdiagnose
eine AML als zweite Krebserkrankung diagnostiziert.

Raumliche Verteilung

Die kartographische Darstellung prasentiert standardi-
sierte Inzidenzraten unter 15 Jahren auf Kreisebene in
7 Gruppen, die jeweils 5%, 10%, 15%, 40%, 15%, 10%
und 5% der Kreise (Landkreise und kreisfreie Stadte)
von der niedrigsten bis zur héchsten Inzidenzrate um-
fassen. Bei seltenen Diagnosen werden in mehr als
5% (bzw. 15% usw.) der Kreise keine Falle beobach-
tet und diese werden entsprechend zusammengefasst
(siehe rechte Beispielkarte). Die sich daraus ergeben-
den Klassengrenzen sind in der Legende links oben
erkennbar. Die Verteilung ist in dem Histogramm rechts
ablesbar. Bei sehr seltenen Diagnosen ist eine karto-
graphische Darstellung nicht mehr sinnvoll.

Abbildung M.1: Zwei Beispielkarten
Figure M.1: Two Sample Maps
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After any primary neoplasm at age under 15 in 1980-
2013, 140 patients were diagnosed with AML as se-
cond neoplasms within 30 years of diagnosis in the
years 1980-2013. 11.2% of all 1253 second neoplasms
within 30 years of diagnosis of the primary disease in
the years 1980-2013 reported at the GCCR are AML.
Compared to 4.3% AML in general, this is a large num-
ber. 0.3% of all childhood cancer patients are diagno-
sed with a second AML within 30 years of diagnosis.

Spatial distribution

The map presentation shows the standardized inci-
dence rates for ages under 15 in 7 classes, each co-
vering 5%, 10%, 15%, 40%, 15%, 10% and 5% of all
“Kreise” (counties), ordered from the smallest to the
largest incidence rate. For rare diagnoses, a number
of Kreise do not observe a single case and the lower
classes have to be aggregated (see right side samp-
le map). The class limits derived from this are shown
in the legend on the left. The distribution can be seen
in the histogram on the right. For very rare diagnoses
map presentations are not useful.

Burkitt ymphoma
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Bei den Auswertungen zur regionalen Verteilung von
Neuerkrankungshaufigkeiten (Tabelle 6) wird neben
den altersstandardisierten Inzidenzraten auch das
standardisierte Inzidenzverhéltnis (SIR - Standardi-
zed Incidence Ratio) angegeben. Dieses ergibt sich
aus dem Quotienten von beobachteter und erwarteter
Erkrankungszahl. Die beobachtete Anzahl Nir ist die
Zahl aller Falle unter 15 Jahren an der fraglichen Di-
agnose im Zeitraum i in der Region r. Der erwartete
Wert berechnet sich aus der Zahl der Einwohner in den
einzelnen Altersgruppen j in der untersuchten Region r
im Zeitraum i (Bijr) und den bundesweiten, altersspezifi-
schen Inzidenzraten l; im gleichen Zeitraum i.

T..
B, ——2—
%: 71000000

SIR-Werte Uber dem Referenzwert von 1 bedeuten,
dass in der untersuchten Region mehr Erkrankungs-
falle beobachtet wurden als im Vergleich mit der Inzi-
denzrate aus der gesamten Bundesrepublik zu erwar-
ten waren und umgekehrt. Zur Beurteilung des SIR
werden 95% Konfidenzintervalle (95%-KI), die auf der
Poisson-Verteilung beruhen, berechnet. Ein SIR gilt als
statistisch unauffallig, wenn das zugehorige Konfiden-
zintervall den Wert 1 einschlie3t. Ein 95%-KI jenseits
von 1 bedeutet, dass es sich mit 5%-iger Wahrschein-
lichkeit um eine zufallige Abweichung der regionalen
Inzidenzrate von der bundesweiten Inzidenzrate han-
delt. Dies bedeutet auch, dass in ca. 5% aller Regionen
rein zufallig entsprechend auffallend hohe oder nied-
rige Inzidenzraten erwartet werden, ohne dass dies
von besonderer Bedeutung ist. Bei derzeit 402 Kreisen
waren also zufallig etwa 20 Kreise mit ungewdhnlich
hohen oder niedrigen Inzidenzraten zu erwarten, tat-
sachlich waren es beispielsweise fir alle ICCC-3 Dia-
gnosen fur den Zeitraum 2006-2015 17 Kreise, davon
11 mit besonders hohen und 6 mit besonders niedrigen
Fallzahlen.

In Table 6 we present some tabulated data on regional
standardized incidence rates. It includes the Standar-
dized Incidence Ratio (SIR), which is computed as the
ratio of the observed and expected number of cases.
The observed number Nir is the number of all cases
under 15 years with the diagnosis in question in time
period i in the region r. The expected number is calcu-
lated using the number of inhabitants per age-group j
in region rin period i (B, ) and the German age-specific
incidence rates |, in the same time period i.

T..
B, ——21—
%: 71000000

SIR values above the reference value 1 mean that in
the region in question more new cases were obser-
ved than expected based on the nationwide incidence
rate and vice versa. To assess the SIR, we compute
95%-confidence intervals (95%-Cl). The SIR is statisti-
cally non-significant when the Cl includes 1. A 95%-Cl
beyond 1 means that there is a 5% probability that the
deviation from the nationwide incidence rate is random.
However, we must expect about 5% of all regions to
have randomly unusually high or low incidence rates,
without this being relevant. For the currently 402 Kreise
we would thus randomly expect about 20 with unusual
incidence rates. For the time period 2006-2015 for all
ICCC-3 diagnoses we actually observed 17, 11 with
unusually high and 6 with unusually low numbers of
cases.
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Internationale Klassifikation der Krebserkrankungen bei Kindern (ICCC-3)
Zuordnung von ICD-0-3-Codes flir Morphologie und Topographie zu diagnostischen Kategorien

International Classification of Childhood Cancer (ICCC-3)

Categorization of morphology and topography codes, corresponding to ICD-O-3

adapted from: Steliarova-Foucher E, Stiller C, Lacour B, Kaatsch P. International Classification of Childhood Cancer,

Third Edition. Cancer 103, 1457-1467, 2005.

DIAGNOSTIC GROUP

ICD-O-3 CODES

MORPHOLOGY TOPOGRAPHY

| LEUKAEMIAS, MYELOPROLIFERATIVE AND MYELODYSPLASTIC DISEASES

(a) Lymphoid leukaemias

9820, 9823, 9826, 9827, 9831-9837,
9940, 9948

1 Precursor cell leukaemias

9835, 9836, 9837

2 Mature B-cell leukaemias

9823, 9826, 9832, 9833, 9940

3 Mature T-cell and NK cell leukaemias

9827, 9831, 9834, 9948

4 Lymphoid leukaemia, NOS

9820

(b) Acute myeloid leukaemias

9840, 9861, 9866, 9867, 9870-9874,
9891, 9895-9897, 9910, 9920, 9931

(c) Chronic myeloproliferative diseases

9863, 9875, 9876, 9950, 9960-9964

(d) Myelodysplastic syndrome and other myeloproliferative
diseases

9945, 9946, 9975, 9980, 9982-9987,
9989

(e) Unspecified and other specified leukaemias

9800, 9801, 9805, 9860, 9930

II LYMPHOMAS AND RETICULOENDOTHELIAL NEOPLASMS

(a) Hodgkin lymphomas

9650-9655, 9659, 9661-9665, 9667

(b) Non-Hodgkin lymphomas (except Burkitt lymphoma)

9591, 9670, 9671, 9673, 9675,
9678-9680, 9684, 9689-9691, 9695,
9698-9702, 9705, 9708, 9709, 9714,
9716-9719, 9727-9729, 9731-9734,
9760-9762, 9764-9769, 9970

1 Precursor cell ymphomas

9727, 9728, 9729

Mature B-cell ymphomas

#
(except Burkitt ymphoma)

9670, 9671, 9673, 9675, 9678-9680,
9684, 9689-9691, 9695, 9698,
9699, 9731-9734, 9761, 9762,
9764-9766, 9769, 9970

3 Mature T-cell and NK-cell ymphomas

+
9700-9702 , 9705, 9708, 9709, 9714,
9716-9719, 9767, 9768

4 Non-Hodgkin lymphomas, NOS

9591, 9760

(c) Burkitt lymphoma

9687

(d) Miscellaneous
lymphoreticular neoplasms

9740-9742, 9750, 9754-9758

(e) Unspecified lymphomas

9590, 9596

#
Burkitt ymphoma (lic), as a mature B-cell non-Hodgkin lymphoma, may be pooled with IIb2 for overall presentation of B-cell

lymphomas.

+
“9702 T-cell ymphoma, NOS” in a child almost always corresponds to code M-9729.
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Forts. / cont.

Il CNS AND MISCELLANEOUS INTRACRANIAL AND INTRASPINAL NEOPLASMS

(a) Ependymomas and choroid plexus tumour

9383, 9390-9394

1 Ependymomas

9383, 9391-9394

2 Choroid plexus tumour 9390
(b) Astrocytomas 9380 C72.3
9384, 9400-9411, 9420,
9421-9424, 9440-9442
(c) Intracranial and intraspinal embryonal tumours 9470-9474, 9480, 9508
9501-9504 C70.0-C72.9
1 Medulloblastomas 9470-9472, 9474, 9480
2 Primitive neuroectodermal tumour (PNET) 9473
3 Medulloepithelioma 9501-9504 C70.0-C72.9
4 Atypical teratoid / rhabdoid tumour 9508
C70.0-C72.2,
(d) Other gliomas 9380 C72.4-C72.9,
C75.1, C75.3
9381, 9382, 9430, 9444, 9450,
9451, 9460
1 Oligodendrogliomas 9450, 9451, 9460
C70.0-C72.2,
2 Mixed and unspecified gliomas 9380 C72.4-C72.9,
C75.1, C75.3
9382
3 Neuroepithelial glial tumours of uncertain origin 9381, 9430, 9444
8270-8281, 8300, 9350-9352,
(e) Other specified intracranial and intraspinal neoplasms 9360-9362, 9412, 9413, 9492, 9493,
9505-9507, 9530-9539, 9582
1 Pituitary adenomas and carcinomas 8270-8281, 8300
2 Tumours of the sellar region (craniopharyngiomas) 9350-9352, 9582
3 Pineal parenchymal tumours 9360-9362
. . 9412, 9413, 9492, 9493,
4 Neuronal and mixed neuronal-glial tumours 0505.9507
5 Meningiomas 9530-9539
e . . . C70.0-C72.9,
(f) Unspecified intracranial and intraspinal neoplasms 8000-8005 C751-C75.3

¥
Tumours with non-malignant behaviour codes are included
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ICD-O-3 CODES
DIAGNOSTIC GROUP MORPHOLOGY TOPOGRAPHY
IV NEUROBLASTOMA AND OTHER PERIPHERAL NERVOUS CELL TUMOURS
(a) Neuroblastoma and ganglioneuroblastoma 9490, 9500
(b) Other peripheral nervous cell tumours 8680-8683, 8690-8693, 8700, 9520-9523
95019504 C739C765, C80
V RETINOBLASTOMA
9510-9514
VI RENAL TUMOURS
(a) Nephroblastoma and other non-epithelial renal tumours 8959, 8960, 8964-8967
8963, 9364 C64.9
1 Nephroblastoma 8959, 8960
2 Rhabdoid renal tumour 8963 C64.9
3 Kidney sarcomas 8964-8967
4 Peripheral neuroectodermal tumour (pPNET) of kidney 9364 C64.9

8010-8041, 8050-8075, 8082, 8120-8122,
8130-8141, 8143, 8155, 8190-8201, 8210,
8211, 8221-8231, 8240, 8241, 8244-8246,

1) TR CENEemES 8260-8263, 8290, 8310, 8320, 8323, 8401, S
8430, 8440, 8480-8490, 8504, 8510, 8550,
8560-8576
8311, 8312, 8316-8319, 8361
(c) Unspecified malignant renal tumours 8000-8005 C64.9
Vil HEPATIC TUMOURS
(a) Hepatoblastoma 8970
8010-8041, 8050-8075, 8082, 8120-8122,
8140, 8141, 8143, 8155, 8190-8201, 8210,
(b) Hepatic carcinomas 8211, 8230, 8231, 8240, 8241, 8244-8246, C22.0.C22.1

8260-8264, 8310, 8320, 8323, 8401, 8430,
8440, 8480-8490, 8504, 8510, 8550,
8560-8576

8160-8180

(c) Unspecified malignant hepatic tumours 8000-8005 C22.0,C22.1
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Vil MALIGNANT BONE TUMOURS

C40.0-C41.9,
(a) Osteosarcomas 9180-9187, 9191-9195, 9200 C76.0-C76.8,
C80.9
C40.0-C41.9,
(b) Chondrosarcomas 9210, 9220, 9240 C76.0-C76.8,
C80.9
9221, 9230, 9241-9243
C40.0-C41.9,
(c) Ewing tumour and related sarcomas of bone 9260 C76.0-C76.8,
C80.9
9363-9365 C40.0-C41.9
C40.0-C41.9,
1 Ewing tumour and Askin tumour of bone 9260 C76.0-C76.8,
C80.9
9365 C40.0-C41.9
2 Peripheral neuroectodermal tumour (pPNET) of bone 9363, 9364 C40.0-C41.9
(d) Other specified malignant bone tumours 8810, 8811, 8823, 8830 C40.0-C41.9
8812, 9250, 9261, 9262, 9270-9275,
9280-9282, 9290, 9300-9302, 9310-9312,
9320-9322, 9330, 9340-9342, 9370-9372
1 Malignant fibrous neoplasms of bone 8810, 8811, 8823, 8830 C40.0-C41.9
8812, 9262
2 Malignant chordomas 9370-9372
) ) 9270-9275, 9280-9282, 9290, 9300-9302,
8 Odontogenic malignant tumours 9310-9312, 9320-9322, 9330, 9340-9342
4 Miscellaneous malignant bone tumours 9250, 9261
(e) Unspecified malignant bone tumours 8000-8005, 8800, 8801, 8803-8805 C40.0-C41.9
IX SOFT TISSUE AND OTHER EXTRAOSSEOUS SARCOMAS
(a) Rhabdomyosarcomas 8900-8905, 8910, 8912, 8920, 8991
(b) Fibrosarcomas, peripheral nerve sheath tumours and 8810, 8811, 8813-8815, 8821, 8823, C00.0-C39.9,
other fibrous neoplasms 8834-8835 C44.0-C76.8, C80.9
8820, 8822, 8824-8827, 9150, 9160, 9491,
9540-9571, 9580
. ) ) ) 8810, 8811, 8813-8815, 8821, 8823, C00.0-C39.9,
1 Fibroblastic and myofibroblastic tumours 8834.8835 C44.0-C76.8 C80.9

8820, 8822, 8824-8827, 9150, 9160

2 Nerve sheath tumours 9540-9571

3 Other fibrous neoplasms 9491, 9580
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IX SOFT TISSUE AND OTHER EXTRAOSSEOUS SARCOMAS (cont.)

(c) Kaposi sarcoma 9140

8587, 8710-8713, 8806, 8831-8833, 8836,
8840-8842, 8850-8858, 8860-8862, 8870,

8880, 8881, 8890-8898, 8921, 8982, 8990,
9040-9044, 9120-9125, 9130-9133, 9135,

9136, 9141, 9142, 9161, 9170-9175, 9231,
9251, 9252, 9373, 9581

(d) Other specified soft tissue sarcomas

C00.0-C39.9,
C44.0-C76.8, C80.9

C00.0-C63.9,
8963 C65.9-C69.9,
C73.9-C76.8, C80.9

8830

9180, 9210, 9220, 9240 C49.0-C49.9

€00.0-C39.9,
C47.0-C75.9
€00.0-C39.9,
C47.0-C63.9,
C65.9-C69.9,
C73.9-C76.8, C80.9

C00.0-C39.9,
9365 C47.0-C63.9,
C65.9-C76.8, C80.9

9260

9364

C00.0-C39.9,
C47.0-C75.9

C00.0-C39.9,
9365 C47.0-C63.9,
C65.9-C76.8, 80.9

C00.0-C39.9,
C47.0-C63.9,
C65.9-C69.9,
C73.9-C76.8, 80.9

C00.0-C63.9,
3 Extrarenal rhabdoid tumour 8963 C65.9-C69.9,
C73.9-C76.8, 80.9

1 Ewing tumour and Askin tumour of soft tissue 9260

Peripheral neuroectodermal tumour (pPNET) of soft
2 tissue 9364

0
°
(®)
<
=
5}
=

4 Liposarcomas 8850-8858, 8860-8862, 8870, 8880, 8881

C00.0-C39.9,

5 Fibrohistiocytic tumours 8830 C44.0-C76.8, 80.9

8831-8833, 8836, 9251, 9252

6 Leiomyosarcomas 8890-8898

7 Synovial sarcomas 9040-9044

9120-9125, 9130-9133, 9135, 9136, 9141,

8 Blood vessel tumours 9142, 9161, 9170-9175

9 Osseous and chondromatous neoplasms of soft tissue 9180, 9210, 9220, 9240 C49.0-C49.9
9231
10 Alveolar soft parts sarcoma 9581

8587, 8710-8713, 8806, 8840-8842, 8921,

11 Miscellaneous soft tissue sarcomas 8982, 8990, 9373
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IX SOFT TISSUE AND OTHER EXTRAOSSEOUS SARCOMAS (cont.)

(e) Unspecified soft tissue sarcomas

8800-8805

C00.0-C39.9,
C44.0-C76.8, C80.9

X GERM CELL TUMOURS, TROPHOBLASTIC TUMOURS AND NEOPLASMS OF GONADS

. . n 9060-9065, 9070-9072, 9080-9085, 9100, C70.0-C72.9,
(a) Intracranial and intraspinal germ cell tumours 9101 C75.1-075.3
1 Intracranial and intraspinal germinomas 9060-9065
2 Intracranial and intraspinal teratomas 9080-9084
3 Intracranial and intraspinal embryonal carcinomas 9070, 9072
C70.0-C72.9,
. . . C75.1-C75.3
4 Intracranial and intraspinal yolk sac tumour 9071
5 Intracranial and intraspinal choriocarcinoma 9100
6 Intracranial and intraspinal tumours of mixed forms 9085, 9101
C00.0-C55.9,
. . C57.0-C61.9,
(b) Malignant extracranial and extragonadal germ cell 9060-9065, 9070-9072, 9080-9085, C63.0-069.9
tumours 9100-9105 c73.9-c75.01

C75.4-C76.8, C80.9

Malignant germinomas of extracranial and

extragonadal sites 9060-9065

Zﬂxilrg;g:;éea:astggas of extracranial and 9080-9084

Ezrk;l’gyg:aacliglagtlggmas of extracranial and 8070, 9072
4 Yolk sac tumour of extracranial and extragonadal sites 9071

5 Choriocarcinomas of extracranial and extragonadal sites

9100, 9103, 9104

Other and unspecified malignant mixed germ cell
tumours of extracranial and extragonadal sites

9085, 9101, 9102, 9105

C00.0-C55.9,
C57.0-C61.9,
C63.0-C69.9,
C73.9-C75.0,
C75.4-C76.8, 80.9

(c) Malignant gonadal germ cell tumours 3882%01%%%0170019073 LU RSl 222:81062.9
1 Malignant gonadal germinomas 9060-9065
2 Malignant gonadal teratomas 9080-9084, 9090, 9091
3 Gonadal embryonal carcinomas 9070, 9072
4 Gonadal yolk sac tumour 9071 ggg:g:eez_g
5 Gonadal choriocarcinoma 9100
6 Malignant gonadal tumours of mixed forms 9085, 9101
7 Malignant gonadal gonadoblastoma 9073

e
Tumours with non-malignant behaviour codes are included
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ICD-O-3 CODES

DIAGNOSTIC GROUP MORPHOLOGY TOPOGRAPHY

X GERM CELL TUMOURS, TROPHOBLASTIC TUMOURS AND NEOPLASMS OF GONADS (cont.)

8010-8041, 8050-8075, 8082, 8120-8122,
8130-8141, 8143, 8190-8201, 8210, 8211,

(d) Gonadal carcinomas 8221-8241, 8244-8246, 8260-8263, 8290, C56.9,
8310, 8313, 8320, 8323, 8380-8384, 8430, C62.0-C62.9
8440, 8480-8490, 8504, 8510, 8550,
8560-8573, 9000, 9014, 9015
8441-8444, 8450, 8451, 8460-8473
(e) Other and unspecified malignant gonadal tumours 8590-8671
C56.9,
8000-8005 C62.0.C62.9
XI OTHER MALIGNANT EPITHELIAL NEOPLASMS AND MALIGNANT MELANOMAS
(a) Adrenocortical carcinomas 8370-8375
8010-8041, 8050-8075, 8082, 8120-8122,
8130-8141, 8190, 8200, 8201, 8211, 8230,
(b) Thyroid carcinomas 8231, 8244-8246, 8260-8263, 8290, 8310, C73.9
8320, 8323, 8430, 8440, 8480, 8481, 8510,
8560-8573
8330-8337, 8340-8347, 8350
8010-8041, 8050-8075, 8082, 8083,
8120-8122, 8130-8141, 8190, 8200, 8201,
(c) Nasopharyngeal carcinomas 8211, 8230, 8231, 8244-8246, 8260-8263, C11.0-C11.9
8290, 8310, 8320, 8323, 8430, 8440, 8480,
8481, 8500-8576
(d) Malignant melanomas 8720-8780, 8790
8010-8041, 8050-8075, 8078, 8082,
8090-8110, 8140, 8143, 8147, 8190, 8200,
(e) Skin carcinomas 8240, 8246, 8247, 8260, 8310, 8320, 8323, C44.0-C44.9
8390-8420, 8430, 8480, 8542, 8560,
8570-8573, 8940, 8941
C00.0-C10.9,
C12.9-C21.8,
8010-8084, 8120-8157, 8190-8264, 8290, C23.9-C39.9,
8310, 8313-8315, 8320-8325, 8360, C48.0-C48.8,
(f) Other and unspecified carcinomas 8380-8384, 8430-8440, 8452-8454, C50.0-C55.9,
8480-8586, 8588-8589, 8940, 8941, 8983, C57.0-C61.9,
9000, 9010-9016, 9020, 9030 C63.0-C63.9,
C65.9-C72.9,

C75.0-C76.8, C80.9

1 Carcinomas of salivary glands

2 Carcinomas of colon and rectum

3 Carcinomas of appendix

4 Carcinomas of lung

8010-8084, 8120-8157, 8190-8264, 8290,
8310, 8313-8315, 8320-8325, 8360,
8380-8384, 8430-8440, 8452-8454,
8480-8586, 8588-8589, 8940, 8941, 8983,
9000, 9010-9016, 9020, 9030

C07.9-C08.9

C18.0,
C18.2-C18.9,
C19.9,
C20.9,
C21.0-C21.8

Ci18.1

C34.0-C34.9
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Xl OTHER MALIGNANT EPITHELIAL NEOPLASMS AND MALIGNANT MELANOMAS (cont.)

(f) Other and unspecified carcinomas (cont.)

5 Carcinomas of thymus C37.9
6 Carcinomas of breast C50.0-C50.9
7 Carcinomas of cervix uteri C53.0-C53.9
8 Carcinomas of bladder C67.0-C67.9
9 Carcinomas of eye C69.0-C69.9
C00.0-C06.9,
8010-8084, 8120-8157, 8190-8264, 8290, C09.0-C10.9
8310, 8313-8315, 8320-8325, 8360, 012.9-017.9'
8380-8384, 8430-8440, 8452-8454, C23.9—C33.9'
8480-8586, 8588-8589, 8940, 8941, 8983, C38_0_C3g_g'
9000, 9010-9016, 9020, 9030 C48.0-C48.8.
C51.0-C52.9,
10 Carcinomas of other specified sites C54.0-C54.9,
C55.9,
C57.0-C61.9,
C63.0-C63.9,
C65.9-C66.9,
C68.0-C68.9,
C70.0-C72.9,
C75.0-C75.9
. . . C76.0-C76.8,
11 Carcinomas of unspecified site c80.9
Xl OTHER AND UNSPECIFIED MALIGNANT NEOPLASMS
- . 8930-8936, 8950, 8951, 8971-8981,
(a) Other specified malignant tumours 9050-9055, 9110
C00.0-C39.9,
9363 C47.0-C75.9
1 Gastrointestinal stromal tumour 8936
2 Pancreatoblastoma 8971
3 Pulmonary blastoma and pleuropulmonary blastoma 8972, 8973
4 Other complex mixed and stromal neoplasms 8930-8935, 8950, 8951, 8974-8981
5 Mesothelioma 9050-9055
6 Other specified malignant tumours 9110
C00.0-C39.9,
9363 C47.0-C75.9
C00.0-C21.8,
C23.9-C39.9,
C42.0-C55.9,
. . C57.0-C61.9,
(b) Other unspecified malignant tumours 8000-8005 C63.0-C63.9.
C65.9-C69.9,
C73.9-C75.0,

C75.4-C80.9
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