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Introduction
Solid pseudopapillary neoplasm of the 
pancreas is one of the rarest forms of 
pancreatic neoplasm. It was also known as 
Franz's tumor or Hammoudi tumor until 
WHO labeled it as solid pseudopapillary 
tumor  (SPT) in 1996. It typically affects 
young non‑Caucasian females in their 
second or third decade of life. Treatment 
involves complete excision of the tumor 
which results in complete cure in the 
majority of the cases. Here, we present a 
report of 11‑year‑old girl with SPT and also 
do a review of literature for this rare tumor.

Case Report
An 11‑year‑old, otherwise healthy girl 
presented with acute onset abdominal 
pain and associated vomiting for 1  day. 
On further direct questioning, the patient 
gave history of recurrent episodes of 
abdominal pain over the past 6  months. 
On examination, the general examination 
was unremarkable. The abdomen was 
soft. There was mild tenderness noted on 
deep palpation in the left hypochondrium 
and the left lumbar region. Hematological 
investigations were unremarkable. Both 
serum amylase and serum lipase were 
normal.

An ultrasound of the abdomen revealed a 
large mass in the lesser sac. A  computed 
tomography scan of the abdomen showed 
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a large heterogeneous mass, partly solid, 
and partly cystic in nature occupying the 
entire lesser sac abutting the pancreas and 
the spleen  [Figure  1]. The left kidney and 
the stomach were in proximity but not 
affected. The mass showed a well‑defined 
margin, but the organ of origin could not be 
conclusively determined.

In view of the eminent resectability of the 
tumor, decision was taken to excise the 
mass.

On exploratory laparotomy, a large mass 
was found in the lesser sac densely 
adherent to the pancreas and the spleen 
with splenic artery thrombosis. Excision 
of the mass  [Figure  2] along with distal 
pancreatectomy and splenectomy was done. 
The postoperative course was uneventful, 
and the patient is doing well on follow‑up.

Discussion
Solid pseudopapillary neoplasm of the 
pancreas is a rare tumor characterized by its 
occurrence in young women and its limited 
malignant potential.[1,2]

Our patient presented at 11  years of 
age which is significantly lower age of 
presentation as reported by other series 
from around the world.[3‑6]

Although some authors had reported solid 
pseudopapillary neoplasm (SPN) as early 
as 1927, its recognition as a distinctive 
entity came in 1959 by Frantz.[7] Since 
then, more than 750  cases have been 
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reported in the English literature,[8,9] predominantly 
within the last 20  years,[8,10] reflecting the increased 
awareness of this uncommon neoplasm. The reported 
frequency is variable and ranges from as low as 0.17% 
to as high as 6% of exocrine pancreatic tumors.[1,4,7] 
Interestingly, 90% of patients are young women with a 
mean age of 22  years in one report[4] and 28  years in 
another.[1] The age of patients ranges widely, from 2 to 
85 years.[4] In a study of 17 pancreatic tumors in patients 
younger than 21  years  –  and representing the Memorial 
Sloan‑Kettering Cancer Center  (New  York, New  York) 
experience spanning more than 30  years  –  SPN 
represented slightly less than half of the cases and 
predominated in the second decade of life, whereas 
pancreatoblastoma predominated in the first decade.[8]

The predominant female preponderance has been 
hypothesized to be due to the close proximity of the 
primordial pancreatic cells to the ovarian ridge in the 
embryonic phase.[11]

Common differential diagnosis of SPT includes microcystic 
adenoma, nonfunctioning islet cell tumor, mucinous 
cystic neoplasm, pancreatoblastoma, and calcified 
hemorrhagicpseudocyst.[12,13]

The role of tumor markers in diagnosis and prognosis 
of SPN has been explored by many and common tumor 
markers observed are adenosyl phosphoryl transferase/
beta‑catenin, cyclin D1 and D3, vimentin, antitrypsin, 
neuron‑specific enolase (NSE), and progesterone.[7,11,14‑17]

Of these the most consistent markers associated with SPT 
are vimentin, alpha‑antitrypsin, NSE, and progesterone.[11]

Universally, surgical excision has been accepted as the only 
definitive treatment for SPT.[6,9,12]

The role of adjuvant therapy in the treatment of SPT is 
unclear, and both chemotherapeutic and radiotherapeutic 
options have been explored. However, the high rate of 

resectability of the tumor coupled with limited malignant 
potential precludes the need for adjuvant therapy.[10,18,19]

Conclusion
SPT of the pancreas is a rare tumor found in young 
females. Although malignant, the malignant potential is 
low and aggressive surgical resection ensures a cure in a 
majority of patients.
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