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Abstract  Case Report 
 

A 12 years old girl admitted in Bangabandhu Sheikh Mujib Medical University (BSMMU) with the complaints of 

occasional abdominal pain, vomiting and a mass in abdomen for four months. Her physical examination revealed a 

large solid mass measuring about 10x8 cm in left hypochondriac and epigastric region, CT scan of abdomen revealed 

mass was pancreatic in origin. Surgery was done and during exploration the mass was nodular, capsulated and cut 

surface was solid with necrotic and haemorrhagic areas, histopathology report was pancreatoblastoma and there was 

capsular and perineural invasion. She completed adjuvant chemotherapy and was on follow up but after two years she 

died due to local recurrence. Pancreatoblastoma (PB) is a rare childhood malignancy of pancreatic islet cells and so far 

our knowledge goes it is one of the few cases diagnosed in Bangladesh. In most cases tumor is located in the head of 

the pancreas and patients usually presents with abdominal pain and mass, vomiting, diarrhea or jaundice. The 

presenting features are non-specific, so it is difficult to distinguish from other inra-abdominal tumors. Here, we 

describe the diagnosis, clinical and histological characteristics of the tumor, and the management. 
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INTRODUCTION 
Pancreatoblastoma (PB), or infantile pancreatic 

carcinoma, is an extremely rare pancreatic tumor in 

children, comprising 0.5% of pancreatic non-endocrine 

tumors [1]; <100 cases have been reported in the 

literature [2]. The clinical presentations of these tumors 

are varied. They can present with abdominal pain, 

abdominal mass, diarrhoea or upper gastrointestinal 

bleeding. Most of the time, they are asymptomatic. The 

presenting features are highly non-specific and this 

leads to diagnostic dilemmas. Ultrasound and computed 

tomography (CT) scan may be useful but preoperative 

diagnosis is often quite difficult. Surgery is the most 

optimal treatment for pancreatoblastoma. Prognosis of 

this rare tumor is good, when the tumor is resected 

completely. Prognosis is poorer, when there is 

metastasis or when the tumour is inoperable 

 

CASE REPORT 
Our patient, a 12 years old girl admitted to 

paediatric surgery department of Bangabandhu Sheikh 

Mujib Medical University (BSMMU) with the 

complaints of occasional abdominal pain for four 

months and swelling in upper abdomen for one month. 

The pain was dull aching and confined to left epigastric 

region, there was no relieving or aggravating factor and 

pain increased in severity for one month. The swelling 

was firm in consistency, non-tender, gradually 

increasing in size. She had H/O occasional vomiting but 

no history of diarrhoea, fever or jaundice. On admission 

her vital signs were normal .Per abdominal examination 

revealed a lump on left  epigastric  and  hypochondriac 

region  measuring  about 10 x8 cm, firm in consistency, 

non-tender with restricted movement on side to side. 

Her blood reports was normal except liver enzymes was 

elevated and serum alpha Feto protein was 101 ng/ml. 

CT scan of whole abdomen was done which revealed a 

14 x 8 cm heterogeneously enhancing mixed solid and 

cystic mixed density mass arises from body and tail of 

the pancreas without arterial encasement or loco-

regional lymphadenopathy, pancreatic duct was mildly 

dilated. 

 

The patient underwent laparotomy and a large 

mass measuring about 12 x 10 cm was identified on the 

pancreas, numerous dilated blood vessels was seen 

above the mass and the mass was adherent to transverse 

mesocolon and liver, but peritoneum was normal. Distal 

pancreatectomy with splenectomy was done and the 
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mass was sent for histopathological examination. Her 

post-operative period was uneventful. 

 

Histopathology report revealed a tumor of 

solid sheets of uniform tumor cells with partly acinar 

and ductal differentiation. Areas of necrosis are present 

.Capsular, vascular and perineural invasion is seen. 

Resected lymph nodes were free of tumor. 

 

 
Fig-1: CT scan showing mixed density mass in pancreas 

 

After surgery patient was referred to Oncology 

Department of BSMMU for further management and 

considering her per operative findings and 

histopathology report patient was advised for adjuvant 

chemotherapy with 5 flurouracil and leucovorin and 

patient has completed 6 cycles of chemotherapy without 

any complications. Patient was on regular follow up but 

unfortunately after 2 years there was locoregional 

recurrence and patient was offered surgery, but her 

parents refused to take further treatment and patient 

died thereafter. 

 

 
Fig-2: Histopathology showing tumor cells with partly acinar and 

ductal differentiation 

 

 

DISCUSSION 
Pancreatoblastoma is a rare pancreatic tumour 

of acinar cell origin. Reportedly, most of 

pancreatoblastomas have been found in children less 

than 8 years old, but the entity also occurs very rarely in 

adulthood [4]. Highest incidence is found in the first 

decade of life with a predilection for males and Asians 

[5]. Pancreatoblastoma was first described by Becker 

[6]. In 1957, which was termed “infantile pancreatic 

carcinoma [3]”? The tumour's histology resembled fetal 

pancreatic tissue at approximately 7 weeks' gestation as 

reported by Horie[7] in1977, to account for the 

histologic features of this tumour and suggested the 

term pancreatoblastoma. 

 

A pancreatoblastoma is a slow growing tumor, 

soft and well circumscribed, usually very large in size at 

the time of diagnosis.
1,
Approximately half of the tumors 

are found in the pancreatic head.
10

Macroscopically, 

most pancreatoblastomas are encapsulated and exhibit 

intratumoral hemorrhage and necrosis; cystic 

degeneration and calcifications can also be found[10]. 

The tumor is histologically characterized by different 

types of epithelial neoplastic cells arranged in lobules 

separated by gross fibrous stroma [7].
 
Solid sheets of 

neoplastic cells with an acinar and squamous like 

pattern are evident along with nuclei of keratinization, 

the so-called “squamoid corpuscles”, which represent 

the most typical aspect of pancreatoblastoma; 

immunohistochemistry may show positivity for acinar, 

ductal and endocrine differentiation [4]. Tumors with 

overlapping features between pancreatoblastoma and 

neoplasms with mixed endocrine and solid-

pseudopapillary differentiation have rarely been noted 

[11]. Incidental detection of an abdominal mass is the 

most frequent clinical presentation of 

pancreatoblastomas; symptomatic patients usually 

complain of abdominal pain, weight loss, diarrhea and 

vomiting; instead, jaundice is rare [9]. Most of the 

tumors are grossly inhomogeneous with all diagnostic 

imaging modalities due to coexisting solid and cystic 

areas; septations and calcifications can also be present.
5, 

Despite the fact that radiological findings may suggest 

an encapsulated tumor, local infiltration cannot be 

excluded preoperatively. In pediatric patients, very 

large pancreatoblastomas cannot be differentiated 

radiologically from hepatoblastoma or other infantile 

tumors [9]. Treatment of pancreatoblastoma is surgery. 

Although the surgical approach for PB is not 

standardized, total resection is so far the only choice for 

treating these patients [8]. The role of postoperative 

chemotherapy and appropriate regimen is uncertain. 

Chemotherapy has been used for unresectable tumors, 

to treat metastatic disease or in the adjuvant setting. 

5Flurouracil, cyclophosphamide, actinomycin D, 

vincristine, cisplatin, doxorubicin, ifosfamide and 

gemcitabine alone or in combination, have been used 

with very modest results [2]. Our patient had tumor on 

tail of the pancreas and it had lymphatic, vascular and 

perinural invasion, so postoperative chemotherapy was 
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considered with affordable schedule. She has completed 

chemo uneventfully but unfortunately after two years 

she developed local recurrence and died. 

 

CONCLUSION 
Pancreatoblastoma is a rare pancreatic tumor 

in childhood, an early resection of the tumor with 

postoperative chemotherapy is the key to the good 

outcome. Prognosis is poor when there is metastasis or 

when the tumor is inoperable. 
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