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ABSTRACT

Pancreatoblastoma is a rare primary pancreatic neoplasm that predominantly effects young children and characterized
by unique clinical features. Its biological behavior is aggressive with frequent local invasion and metastases. Only
hundred cases have been reported in medical literature and its radiological features have been infrequently studied.
We report the sonographic, contrast enhanced computed tomography findings of pancreatoblastoma in a 3 year old

boy.
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INTRODUCTION

Pancreatoblastoma is a rare childhood malignancy which
is most often located in the pancreatic head and body. It
is often large in size and that can develop beyond the
limits of the pancreatic gland and there by poses
difficulty in deciphering the actual origin of tumor and
may be confused with other more common child hood
malignancies such as hepatoblastoma. It sends metastases
to lymph nodes, liver, lungs and spleen. Our case had
metastases to peritoneum.

CASE REPORT

A 3-yr old boy was brought to our hospital with
complaints of rapid distention of abdomen.

On inspection patient had bulging flanks. On palpation
hepatic span is increased and fluid thrill was present
which suggested gross ascites.

Gray scale ultrasound and contrast enhanced computed
tomography was performed for further evaluation of the
patient.

Gray scale ultrasound imaging findings revealed large, ill
defined, solid cystic hyperechoic mass involving
pancreatic head and body showing mild increase in
vascularity (Figure 1). Gross ascites was involving pelvic
and peritoneal cavities and multiple peritoneal metastatic
deposits. Liver was enlarged with mildly prominent intra
hepatic biliary radicles, however liver was free from any
focal or diffuse mass lesion (Figure 2).

Axial contrast enhanced computed tomography imaging
findings revealed large, ill-defined, lobulated solid cystic
mass arising from head of pancreas. Post contrast scans
reveal heterogeneous enhancement showing non
enhancing necrotic areas (Figure 3). Anteriorly mass is
causing antero lateral displacement of bowel loops.
Laterally mass is seen abutting liver and extending till the
hilum causing mild dilatation of central and peripheral
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intrahepatic bile ducts (Figure 4). Posteriorly mass was
extending till inferior vena cava and was causing
compression of IVC with displacement towards left side.
Medially mass was causing compressive dilatation of
pancreatic duct and was displacing celiac artery laterally.
Gross ascites and multiple peritoneal deposits were noted
(Figure 5).

Figure 3: Axial contrast enhanced CT image shows
large solid mass with few cystic areas inwlving head
of pancreas causing dilatation of pancreatic duct.

Figure 1: Gray scale ultrasonography shows large,
relatively solid hyperechoic mass with few cystic
changes.

Figure 4: Axial contrast enhanced CT image shows
multiple hypodense enhancing peritoneal metastatic
deposits.

Figure 2: Sonogram reweals enlarged liver with

~prominent intra hepatic dilated radicles which Figure 5: Axial contrast enhanced CT image shows
indicates the reason behind confusing this mass with hepatomegaly with dilated intrahepatic biliary ducts.
hepatoblastoma. Howewer liver is free from any focal or diffuse mass
lesion.
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DISCUSSION

Pancreatoblastoma is a rare primary neoplasm of
childhood, usually presenting in children ranging from 2-
8 years old. Pancreatoblastoma was first described by
Becker in 1957, which was termed as infantile pancreatic
carcinoma.!  Histologically tumor resembles foetal
pancreatic tissue and hence the term pancreatoblastoma
was termed by Horie.2

Pancreatoblastomas are composed of endocrine, acinar,
ductal and islet cell elements.>* By immuno
histochemistry, the tumors exhibit positivity for
pancreatic enzymes, endocrine markers and carcino
embryonic antigens.*

Microscopically it is composed of variable elements of
stroma and polygonal epithelial cells arranged in acinar
or glandular pattern. The presence of Squamoid
corpuscles, a loose aggregate of larger epitheloid cells of
uncertain origin is a constant finding.

Pancreatoblastoma usually affects children ranging from
one to eight years old with a predilection for males and
Asians, but the entity also occurs rarely in adults.>® At
presentation most common complaints include abdominal
pain and abdominal mass. Pancreatoblastoma is slow-
growing, clinically occult, and quite large at the time of
diagnosis.®®* Symptoms include early satiety, vomiting,
constipation, and pain. Cushing syndrome and the
syndrome of inappropriate antidiuretic hormone secretion
have been reported.'® Our case presented with jaundice
and on examination had hepatomegaly and signs
suggestive of gross ascites.

Differential diagnosis of pancreatoblastoma includes
hepatoblastomas as both present with elevated alpha
fetoprotein.® Pancreatoblastomas has several similarities
with hepatoblastoma, both having associations with
Beckwith-Wiedemann.  Other differential diagnosis
includes large intra- or retroperitoneal mass, such as a
neuroblastoma, non-Hodgkin lymphoma, Wilms tumor.

Non-Hodgkin’s lymphoma has hepato splenomagaly at
presentation, and the affinity of the tumor for gallium
helps to distinguish it from pancreatoblastoma.*

Since pancreatoblastoma has varied amount of cystic
component, other pancreatic origin differentials include
pseudocyst, pancreatic neoplasms and abscess.

Other serological markers associated with
pancreatoblastoma include elevated lactate
dehydrogenase, alpha -1 antitrypsin and Ca 19-9.1°

The histopathologic features of pancreatoblastoma are
well described in literature but very few series describe
its imaging findings.

On gray scale ultrasonongraphy pancreatoblastomas
appear as well marginated, heterogeneous solid cystic
masses with hyperechoic internal septations. Small
punctuate calcifications may be present.**** In our
present case the tumor was very large and had
heterogeneous solid cystic appearance causing mass
effect and dilatation of intrahepatic biliary radicles. A
provisional diagnosis of hepatoblastoma was made. Child
also had gross ascites and peritoneal metastases. On
contrast enhanced CT imaging origin of the tumor was
from pancreas and displaced liver superiorly, hence
diagnoses of  pancreatoblastoma  was  made.
Pancreatoblastomas rarely cause dilatation of biliary
radicles owing to their soft consistency, however our case
had this atypical finding.” The site of metastases is
usually liver and lymphnodes. Other sites include lung
and brain. Metastases to peritoneum are infrequently
reported.**2

In Montemarano et al. case series, in only half of the
cases did imaging suggest pancreas as the organ of origin
as these tumors were very large at the time of
presentation.

Lee et al'* described pancreatoblastoma as partially or
well-defined hypoattenuating solid cystic lesion with
multiloculated elements and enhancing septae. Infiltrating
margins are uncommonly reported.*®> Encasement of large
arteries is also reported.*?

Pancreatoblastomas are well marginated with low to
intermediate signal intensity on TIWI and heterogenous
signal intensity on T2w1.1352% Our patient did not
undergo MRI due to financial constraints.
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