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Aktueller Stand August 2022
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Verteilung der Primartumorlokalisationen Stand 2021
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Primartumorverteilung im Deutschen NET-Register

Primédrtumorlokalisationen im NET-Register

Osophagus, 0,7%
CUP, 12,6% Lunge, 35%  / Magen, 6.5%

Colon/Rektum, 6,9% Duodenum, 4,8%

Appendlx.la.ﬂ'n

|
Danmdarm, 25,6% Pankreas, 34.2%

Haufigste Entitaten
Pankreas
Dinndarm

CUP

(in registerbasierten
Studien)

Begum et al., NET of the Gl Tract — data from the German NET Registry, Zentralblatt fir Chirurgie, 2012

N. Begum, Johannes-Wesling-Klinikum Minden, Herbsttreffen des Deutschen NET-Registers, Berlin, 02.09.2022
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In der NET-Datenbank aktuell Analyse Dateneingabe

4282 Patienten

davon 497 Patienten mit CUP
bei Erstdiagnose (12%)

Manifestation bei Erstdiagnose
(n=4282)

CAVE:

nur 409 der CUP-Patienten
haben mindestens eine

ohne PT-

dokumentierte Metastase Angabe: 445

weitere 445 Patienten haben
keine Angabe zur Manifestation
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spatere Primarius-Diagnose Analyse Dateneingabe
bei CUP
(=497)

Primarius nach CUP-Erstdiagnose
(n=180)
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Analyse Dateneingabe

CUP-Patienten
ohne Metastasen:

dokumentierte Metastasen bei CUP
(inkl. Mehrfacheintrage)

38

Leber 332
Anzahl Lymphknoten 213

Knochen 126
Metastasen ; -
. . andere
je Patient: 1-9 _
Peritoneum 44
Lunge 43
Kopf 15
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Diagnostik und operative Therapie der intestinalen NEN und NEN-CUP

Chirurgische Exploration bei NEN-CUP?

4.2.1 CUP-NEN

EMPFEHLUNG 4.14

Bei einer abdominellen Manifestation von gut differenzierten
NET mit unbekanntem Ursprung (CUP) (G1/ G2) kann eine di-
agnostische Laparatomie erwogen werden, wenn die nicht in-
vasive Diagnostik ohne Primartumornachweis blieb.
Empfehlung offen, Konsens

Rinke A et al. S2k-Leitlinie Neuroendokrine Tumore, Z Gastroenterolog. 2018; 56:583-681
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CUP Syndrome in Neuroendocrine Neoplasia: Analysis of Risk
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Table 1 Clinical characteristics of patients who had neuroendocrine neoplasia and carcinoma with unknown primary tumor site

Characteristics Total Group 1 Group 2 Group 3 pP*
All Surgery; Surgery;no No surgery®
patients  primary primary
tumor detected tumor detected

Number patients 38 10 10 18
Median age at diagnosis (years) 69 61 70 74 <.009°
Sex (male:female) 1.4:1 1:1.5 1:1.5 3.4:1 NS
Diagnostic studies

Cross-sectional imagingd 27 (71) 8 (80) 8 (80) 11 (61)

Octreotide scintigraphy 22 (58) 3 (30) 7 (70) 12 (67)

Transcutaneous ultrasonography 20 (53) 5(50) 5 (50) 10 (56)

Gastroscopy and/or colonoscopy 14 (37) 5 (50) 4 (40) 5 (28)

Endoscopic ultrasonography (upper gastrointestinal) 11 (29) 3 (30) 4 (40) 4 (22)

®Ga DOTATATE PET/CT 7 (18) 3 (30) 2 (20) 2(11)
WHO performance score at diagnosis

Oorl 32(84) 9 (90) 8 (80) 15 (83) NS

>1 6 (16) 1 (10) 2 (20) 3(17)
Histology (WHO grade)

Mean Ki-67 index (%) 21 4 23 37 <.0001 (group 1 vs. 3)

<.04 (group 2 vs. 3)
1 ar (9 NEN (Ki_A7 indav <20 0 VAR T AT A (AM R (A
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World J Surg (2015) 39:1443-1451

Table 1 continued

Characteristics Total Group 1 Group 2 Group 3 P?
All Surgery; Surgery;no No surgery®
patients  primary primary
tumor detected tumor detected
Median survival (month) 66 NR NR 13
5-year survival, number (%) 19 (50) 8 (80) 7 (70) 3(17) .004 (group 1 vs. 3)

<.012 (group 2 vs. 3)

N = 38 patients. Data reported as number, mean, number (%), or median

%Ga DOTATATE PET/CT (Gallium 68)-1,4,7,10-tetraazacyclododecane-1,4,7,10-tetraacetic acid octreotate positron emission tomography/
computed tomography; NA not applicable; NEC neuroendocrine carcinoma; NEN-CUP, neuroendocrine neoplasm with carcinoma with unknown
primary tumor; NR not reached, e.g., >50 % of patients still alive; WHO World Health Organization; NS, not significant; CR, complete remission; SD,
stable disease; PD, progressive disease

P> .05

® Group 3: surgery was not performed in 18 patients because of clinical contraindications to surgery in five patients (28 %); deterioration of

clinical status in five patients (28 %); surgery recommended but declined in four patients (22 %); poor tumor histology or biology in three
patients (17 %); and no tumor detected after chemotherapy in one patient (6 %)

¢ Difference between groups 1 and 3 was significant (differences between groups 1 and 2 or groups 2 and 3 were not significant)
9 Computed tomography or magnetic resonance imaging
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Table 2 Univariate and multivariate analyses of prognostic factors for survival in patients who had neuroendocrine neoplasia and carcinoma
with unknown primary tumor site

Characteristic

Median survival

Univariate analysis

Multivariate analysis

(months)
S-year survival 95 % confidence P Hazard 95 % confidence P
(%) interval ratio interval
Age (years) (diagnosis)
=69 NR 67 (45-85) =03 NS
=69 24 32 (22-58)
Sex
Male 24 45 (0-84) NS NS
Female NR 60 (2-79)
WHO performance score
0 66 85 (0-137)
1 30 38 (2-58) =.000 16 (2-14) =.0001
2-4 4 0 (2-6)
WHO grade®
Gl NR 86 (57-100) =.003
G2 NR 62 (40-88) NS
G3 5 0 (6-24)
G1-G2 NS
G1-G3 =.006
G2-G3 =.02
Metastatic sites”
0 NR 92 (70-104)
1 38 45 (23-60) =.006 NS
=2 24 0 (5-26)
Surgery
Yes NR 74 (58-91) =.000 0.1 (0.03-0.38) =.001
No 13 19 (10-35)
Detection of primary tumor (surgical group)
Yes NR 80 (55-94) NS NS
No NR 69 (58-91)
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Diagnostik und operative Therapie der NEN-CUP

A NEN-CUP versus Non-CUP
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Begum N, Wellner U, Thorns C et al. CUP Syndrome in Neuroendocrine
Neoplasia: Analysis of Risk Factors and Impact of
Surgical Intervention. World J Surg 2015 Jun; 39(6):1443-51
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3 Gruppen mit NEN-CUP, n=38:

1. 10 exploriert+Primarius detektiert (Dinndarm, Pankreas, 8xR0
2. 10 exploriert, kein Primarius (3xR0)

3. 18, keine OP (verschiedene Grinde, G1-G3)
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N. Begum, Johannes-Wesling-Klinikum Minden, Herbsttreffen des Deutschen NET-Registers, Berlin, 02.09.2022



Das NEN-CUP-Syndrom im Deutschen NET-Register

Zusammenfassung

NEN-CUP-Syndrom - eine relevante Gruppe!

In ca. 30% wird ein Primarius gefunden
(DUinndarm/Pankreas)

Das Deutsche NET-Register ermdoglicht:

Auswertungen mit therapeutischen Konsequenzen!!!
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