CASE REPORT

Solid pseudo papillary tumor of pancreas:
Presenting as acute abdomen in a female child
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ABSTRACT

Solid pseudo papillary tumor (SPT) or Frantz’s tumor is a slow-growing low-grade
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malignant tumor, commonly seen in young patients with a female predominance, which
is commonly located in the body and tail of the pancreas. We report a case of SPT
arising from the body of the pancreas in a 12-year-old girl who presented with acute
abdomen and was treated successfully by local excision of the tumor with preservation
of head of pancreas and spleen.
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INTRODUCTION

Frantz described first time in 1959 about a rare and
characteristic tumor arising from body and tail of the
pancreas known as solid pseudo papillary tumor (SPT)
of pancreas.! The incidence of SPT is 0.13-2.7% of
all pancreatic tumors.” It usually affects young women,
with a 10:1 predominance over men, at an average age of
24 years.! SPT usually present with an abdominal mass,
abdominal pain or discomfort, but sometimes, it is an
incidental finding on imaging studies for other reasons.
Many of the times, general surgeons are unaware of the SPT
until the diagnosis is made by computed tomography (CT)
scan of the abdomen, especially when it is presenting as
acute abdomen. We report a case where a female child with
SPT presented as acute abdomen with hemoperitoneum.
The hemoperitoneum was due to spontaneous rupture of
SPT. In few case reports, the causes of rupture being blunt
trauma to the abdomen,**! and while spontaneous rupture
is quite uncommon.
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CASE REPORT

A female child aged 12 years, initially presented to a surgeon
elsewhere, with a history of sudden onset of severe pain
in the upper abdomen and no history of trauma to the
abdomen. There was tachycardia with normal blood
pressure (BP). The surgeon on abdominal examination
found to have a vague epigastric mass associated with
tenderness. Then the patient underwent ultrasonography
of the abdomen and suspected to have the possibility of
internal bleeding within pseudocyst of the pancreas,
occupying whole of the lesser sac. Then patient was
referred to us for further management.

There was severe pain in the abdomen with tachycardia
and BP was 100/60 mm of Hg. As other routine blood
investigations were within normal limits, patient was
subjected to CT scan of the abdomen, which revealed a
well-demarcated mass of size 10 cm X 13 c¢m arising from
the body of pancreas, which was composed of a solid-cystic
portion with enhancement of contrast in solid portions and
occupying the whole of the lesser sac, posteriorly abutting
to the splenic vessels with a breach in the anterolateral
part of the capsule (rupture) of tumor with minimal
hemoperitoneum. The distal tail of pancreas could not be
made out. The impression was SPT arising from the body
of pancreas without any metastasis to the liver.
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Then it was planned for surgical excision of the mass
along with possible splenectomy. An informed consent
was taken for the same. The roof top incision was taken.
On the exploration, there was a significantly large tumor
mass arising from the body of the pancreas, extending to
the left subhepatic region, displacing the gastrohepatic
ligament anteriorly. The tumor was abutting the transverse
mesocolon. There were no metastatic lesions on the surface
of the liver. There was minimal hemoperitoneum, which
may be due to rupture of the tumor. With meticulous
dissection whole mass was removed along with a tail of
pancreas. The dissection to separate splenic vessels from
tumor and tail of pancreas was possible; in view of low
malignant potential of tumor and without any metastasis,
it was decided to preserve the spleen. The head of the
pancreas was preserved by dividing the head from the body
by using staplers.

The excised tumor was of size 10 cm X 13 cm. The
histopathological examination (HPE) of specimen revealed
an encapsulated tumor with hemorrhagic and necrotic
areas admixed with solid areas. The surgical margins were
negative. Microscopic examination revealed features of
SPT. Immunohistochemistry was reactive for CD56 and
alpha-1-antitrypsin and negative for chromogranin.

DISCUSSION

This case of SPT demonstrates how rupture of tumor
capsule and hemorrhage within the tumor as reported in
HPE, can cause hemoperitoneum and severe abdominal
pain, respectively, presenting as acute abdomen. The
incidence of the rupture of SPT was reported in 2.7% of
292 cases.’! The causes of rupture are, either trauma to
abdomen!*! or spontaneous, due to hemorrhage within
tumor.>” SPT of pancreas usually not diagnosed on
clinical examination, unless a CT abdomen is done to
reveal it. Even radiologically the differential diagnoses
for SPT are, solid and cystic lesions of pancreas such
as serous microcystic adenoma, cystadenocarcinoma,
mucinous cystic neoplasms, other congenital and acquired
postinflammatory and infectious cysts."

The SPT is slow-growing and less aggressive than that of
many other pancreatic tumors, and its prognosis is better.
Surgical removal of the tumor will result in almost total
survival (>95%) for those patients with tumors confined
to the pancreas and no metastasis. It has a low potential
for local infiltration thus recurrence is rare following
complete excision. The metastasis occurs only in up to
15% of cases, usually synchronous and confined to the liver
ot peritoneum. Lymphatic involvement is not a feature.”

Local resection or enucleation can be performed for
tumors confined to the pancreas. Distal pancreatectomy
combined with or without splenectomy can be
performed for pancreatic body and/or tail tumor, and
pancreatoduodenectomy for pancreatic head tumor.
Patients may survive a long time after radial resection
of the tumor. The prognosis of SPT patients even
with unrespectable metastasis is good. The role of
chemotherapy and radiotherapy remains to be studied.!"”
At present, the surgical procedure of choice for SPT still
remains controversial. If possible the surgical procedures
are preserving pancreatic parenchyma and function should
be selected, considering the nature of SPT. Similarly in
our case, local excision of the tumor with preservation of
head of pancreas and spleen has been done.

In recent years, laparoscopic procedures of enucleation and
distal pancreatectomy have already been done and have shown
that this approach can be considered for the low-grade malignant
SPT.'PI It was mentioned that there wete no statistically
significant differences in the postoperative complications
and the prognosis between laparoscopic surgery and open
surgery for SPT.I" In acute cases, like our case with rupture of
SPT, open surgery is always better. Recently, the robotic distal
pancreatectomy is becoming as a possible minimally invasive
technique for patients with SPT. Nevertheless, its oncological
indications are yet to be defined."

CONCLUSION

A relatively uncommon case of hemorrhage within
tumor and spontaneous rupture of SPT of the pancreas,
presenting as acute abdomen in a female child has been
described. We were able to locally resect SPT completely
with preservation of head of pancreas and spleen. SPT is
considered to be having a good prognosis after the surgery.
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