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A B S T R A C T

Background: Pancreatoblastoma is a very rare malignant tumour typically occurring in the

early years of life. Due to its rarity, standardised diagnostic and therapeutic guidelines

are not available for pancreatoblastoma.

Methods: The newborn cooperative group denominated EXPeRT – European cooperative

study group for paediatric rare tumours – combined in a joint analysis of all cases regis-

tered between 2000 and 2009 by the national groups of Italy, France, United Kingdom,

Poland and Germany.

Results: Twenty patients <18 years old (median age 4 years) were analysed: nine had distant

metastases at diagnosis. Seventeen patients had tumour resection, at initial or delayed sur-

gery. Eighteen received chemotherapy (response rate 73%), seven received radiotherapy. For

the whole series, 5-year event-free survival and overall survival were 58.8% and 79.4%,

respectively. Outcome did not correlate with tumour site and size, but was strongly influ-

enced by the feasibility of tumour complete resection.

Conclusions: This international study confirms the rarity of the disease, the critical role of

surgical resection both as therapy and as a prognostic variable, and the potential efficacy

of chemotherapy. The adoption of an intensive multidisciplinary approach is required, as

well as the referral to highly experienced centres. Further international cooperation is

needed to collect larger series and stimulate biological studies to improve our understand-

ing of the biology and the natural history of PBL.
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Abstract Objective: To analyse ovarian Sertoli-Leydig cell tumours (SLCTs) for potential
prognostic markers and their use for treatment stratification.
Patients: Forty-four patients were included. Patients were prospectively reported to the German
MAKEI (Maligne Keimzelltumoren) studies (n = 23), French TGM protocols (n = 10), Italian
Rare Tumour Project (TREP) registry (n = 6), and the Polish Pediatric Rare Tumour Study
group (n = 5). Tumours were classified according to World Health Organisation (WHO) and
staged according to International Federation of Gynecological Oncology (FIGO).
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•  Study	  period:	  1993-‐2010	  
•  44	  pa5ents	  <18	  years	  (median	  age	  14)	  	  
•  FIGO-‐stage:	  Ia	  24	  pts.,	  Ic	  17	  pts.,	  II/III	  3	  pts;	  1	  had	  bilateral	  tumours;	  4	  developed	  

a	  metachronous	  contralateral	  tumour	  

•  All	   stage	   Ia	   pa5ents	   remained	   in	   complete	   remission.	  Among	  20	  pa5ents	  with	  
incomplete	  resec5on	  or	  tumour	  spread	  (stage	  Ic–III),	  8	  relapsed,	  and	  5	  pa5ents	  
died	  

•  11	   pa5ents	   were	   ini5ally	   treated	   with	   2-‐6	   cycles	   of	   cispla5n-‐based	  
chemotherapy.	  Of	  these,	  7	  pa5ents	  are	  in	  con5nuous	  remission	  

•  Poor	  histological	  differen5a5on	  was	  associated	  with	  higher	   relapse	   rate	   (5/13)	  
compared	   to	   intermediate	   (3/18)	   and	   high	   differen5a5on	   (0/4).	   Tumours	  with	  
re5form	  paUern	  or	  heterologous	  elements	  showed	  high	  relapse	  rate,	  too	  (5/11)	  

•  5-‐year	  EFS	  70%,	  RFS	  81%,	  OS	  87%	  (median	  follow-‐up	  62	  months)	  

•  Conclusions:	   Prognosis	   of	   SLCTs	   is	   determined	   by	   stage	   and	   histopathologic	  
differen5a5on.	   Complete	   resec5on	   with	   careful	   avoidance	   of	   spillage	   is	   a	  
prerequisite	  of	  cure.	  The	  impact	  of	  che-‐	  motherapy	  in	  incompletely	  resected	  and	  
advanced	  stage	  tumours	  remains	  to	  be	  evaluated.	  

After a median follow-up of 62 months, event-free
survival is 0.70 ± 0.07 (32/44 pts.), relapse-free survival
0.81 ± 0.06 (36/44 pts.) and overall survival
0.87 ± 0.05 (39/44 pts.) (Fig. 1).

In three of eight relapses, a stable second remission
was achieved after PEI/VIP chemotherapy and second

look surgery over 46, 80 and 84 months of follow-up.
One patient additionally received regional deep hyper-
thermia and consolidating high-dose chemotherapy. At
delayed tumour resection after hyperthermia, complete
tumour necrosis was seen.

Two patients developed thyroid carcinoma three and
four years after diagnosis of SLCT, respectively. In four
additional patients, goitre was diagnosed during follow-
up. No routine DICER-1 testing was performed, and to
the knowledge of the investigators, none has been per-
formed yet during follow-up.

Comparing subgroups of patients, initial tumour
stage and histopathologic differentiation correlated with
outcome (Fig. 2). Among 24 patients in FIGO stage Ia,
no relapses were observed (Table 1, Relapse-free sur-
vival (RFS) 1.0, 24/24)). Combining all other stages
(Ic, II and III), the RFS was 0.58 ± 0.12 (12/20) and
thus, significantly lower (p = 0.001). In stage Ic (17
patients), seven relapses were observed (RFS
0.54 ± 0.13 (10/17)). If stage Ic was further divided into
those patients with intraoperative rupture or with pre-
operative rupture/positive ascites, five of 11 patients
with intraoperative rupture and one of six patients of

Fig. 1. Event-free, relapse-free and overall survival of 44 patients with
ovarian Sertoli-Leydig cell tumours.

Fig. 2. Prognostic factors in ovarian Sertoli-Leydig cell tumours. (a) relapse-free survival correlated with histological grade of differentiation (38
patients with reference pathological evaluation). (b) relapse-free survival correlated with histopathological pattern (38 patients with reference
pathological evaluation). (c) relapse-free survival correlated with FIGO staging (44 patients). (d) relapse-free survival, Stage Ia compared to stage
Ic-, II and III (44 patients).
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