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Abstract

Pancreatoblastoma (PB), also known as infantile 
pancreatic carcinoma, is an exceedingly rare pancreatic 
tumor in childhood, which is considered a malignant 
exocrine pancreatic tumor. Some cases have been 
reported in Saudi Arabia. Although PB primarily presents 
during childhood, it may occur in adults too. PB tends to 
be less hostile in infants and children when compared to 
adults. Histologically, PB is characterized by distinguished 
acinar and squamoid cell differentiation. Most of these 
tumors develop in the head of the pancreas and increase 
alpha-fetoprotein in up to 68% of patients. Ultrasound 

and CT scan play a significant role in preoperative 
diagnosis, which is often quite difficult. The best treatment 
is surgical removal of the pancreas. The role of adjuvant 
chemotherapy or radiotherapy is still under consideration 
due to a minor number of patients treated. Chemotherapy 
regimens consisting of cyclophosphamide, etoposide, 
doxorubicin, and cisplatin have been used in the 
neoadjuvant setting with anecdotal benefit. It was found 
that a poorer prognosis was associated with patients who 
had metastasis, and patients who could not be operated 
on surgically.
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Introduction
Pancreatoblastoma is an extremely rare pancreatic 

tumor in childhood. It was reported for the first time in 
1957 [1]. Pancreatoblastoma usually affects children 
ranging from one to eight years old and also may be seen 
in elderly individuals [2, 3, 4]. It is usually misdiagnosed as 
neuroblastoma or hepatoblastoma in children under the 
age of 7 years. Partially differentiated acini of fetal origin 
will be noticed in pathology analysis of pancreatoblastoma 
[5,6]. The presenting symptoms are palpable mass with 
anorexia, vomiting, constipation and abdominal pain [7]. 
The tumor is clinically silent and large in size at the time 
of presentation. The symptoms are mostly due to the 
mass effect and include abdominal pain, vomiting and 
constipation [7].

Case Presentation
A 9-year-old girl presented with abdominal pain 

and abdominal mass. The abdominal pain started three 
years ago, it was mild and nonspecific. The patient was 
admitted many times as a case of abdominal pain for 
investigation that was treated as urinary tract infections. 
Later on, the pain increased in severity with associated 
weight loss. Upon examination, she looked sick, in pain 
and cachectic. Cardiothoracic and CNS examinations were 
unremarkable. Abdominal examination demonstrated 

a large mass occupying most of the left side of the 
abdomen. CT scan of the abdomen was performed, which 
showed an exophytic mass probably arising from the left 
liver lobe. The CT report offered the following differential 
diagnoses: primary liver lesions such as hepatoblastoma, 
HCC, and less likely mesenchymal tumor; Secondary liver 
lesions such as metastasis and lymphoma. Furthermore, 
pancreatic origin of the mass could not be entirely 
excluded due to the absence of fat planes between the 
mass and the pancreas. MRI of the liver was advised 
and pediatric surgery consultation was sent. MRI of the 
abdomen was done {Figures 1, 2, 3, and 4} and it showed 
a large upper abdominal mass exerting mass effect on 
adjacent structures namely the liver, pancreas, and 
stomach with no clear invasion to the adjacent vessels. 
This mass, according to the MRI, was likely originating 
from the pancreas, however hepatic origin could not 
be totally excluded. Further clinical evaluation, surgical 
consultation, and histopathological correlation was 
advised. Her laboratory work-up including chemistry was 
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unremarkable except for an elevated alpha-fetoprotein. A 
pediatric surgeon assessed the patient and took a tissue 
biopsy. The biopsy histopathology report confirmed the 
diagnosis of pancreatoblastoma - stage III.

The patient received chemotherapy as per PLADO 
protocol as tolerated. After seven months, CT scan was 
repeated for the patient {Figures 5, 6, and 7} and showed 
significant reduction in mass size that was followed by 
surgical resection. The surgery showed that the tumor was 
arising from the proximal part of the body of the pancreas, 
emerging through the lesser omentum, involving the lesser 
curvature of the stomach, and infiltrating the lower part of 
the hepatic segment 4 without lymphadenopathy {Figure 8}.

Discussion
Pancreatoblastoma is an extremely rare primary 

neoplasm of childhood that has been seen in both young 
and elderly populations, but usually affects children 
ranging from 2–8 years old. Pancreatic tumors in children 

are exceptionally rare, causing less than 0.2% of pediatric 
deaths due to malignancy [2,8,9,10]. The congenital form is 
associated with Beckwith-Wiedemann syndrome and 
has been characterized as a cystic form [9,11]. Patients 
with PB have been reported with an elevated Alpha-
fetoprotein that could reach up to 68%. About 4% of the 
patients were reported to have the risk of malignancy 
(nephroblastoma, hepatoblastoma, rhabdomyosarcoma 
and pancreatoblastoma) that is associated with 
Beckwith-Wiedemann syndrome. Usually in ultrasound 
it demonstrates a large, well-defined, heterogeneous 
mass with solid and multilocular cystic areas that contain 
hyperechoic septae. Dilatation of the biliary duct is not 
common as the tumors themselves are soft.

Although they are frequently large at presentation, 
CT findings usually show well defined, heterogeneous 
masses of solid and multilocular cystic components 
with enhancing septa, which may demonstrate fine 
calcifications similar to those seen in neuroblastoma. 
Generally, it occurs in the head of the pancreas, which 

Figure 3: Axial T1WI with fat saturation and post gadolini-
um administration. It demonstrates a heterogeneously en-
hancing exophytic mass arising from the pancreatic body 
and tail.

Figure 2: Axial T1WI demonstrates an exophytic mass aris-
ing from the pancreatic body and tail. It displacing the left 
hepatic lobe anteriorly with definite invasion. It shows pre-
dominantly low signal intensity.

Figure1A and 1BAxial and coronal T2WI demonstrates an exophytic mass arising from the pancreatic body and tail. It 
displacing the left hepatic lobe anteriorly with definite invasion. It shows predominantly low signal intensity lesion with 
multiple areas of cystic degeneration.
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Figure 4: DWI image demonstrating a restricted diffusion 
predominantly peripherally within the mass.

Figure 8: Axial CT post contrast image showing complete 
resolution of the tumor post- surgical resection with no 
radiological evidence of recurrence

Figures 5, 6 and 7: Axial CT post contrast images at the level of the tumor demonstrating heterogeneous enhancement and 
interval regression of the tumor post chemotherapy.

Summary
Pancreatoblastoma is an extremely rare pancreatic 

tumor in childhood. It usually presents late with upper 
abdominal pain, and many have a palpable mass in the 
epigastrium. Alpha-fetoprotein may be elevated in up to 
68% of patients.

Radiological findings are not specific. However, 
the location, the age and the imaging appearance are 
all helpful to reach the diagnosis. Histologically, PB is 
characterized by the presence of squamous corpuscles 
and aggregates or large epithelioid cells with formation of 
acini. Surgical resection is the optimal treatment method. 
Chemotherapy and radiotherapy are commonly used in 
the setting of metastasis or recurrence.
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