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ABSTRACT

Background: Solid Pseudopapillary Neoplasms of the Pancreas are rare entities, and extrapancreatic origin of SPN are even rarer. (2) Methods:
We present a case of a 30-year-old female with a slow growing abdominal mass, who underwent exploratory laparotomy owing to the clinical
suspicion of a mesenteric cyst. Intraoperatively, there was a nodular growth arising from the mesentery, which on histopathologic exam showed
sheets of small round cells arranged in patterns of papillae and pseudopapillae, and on IHC, these cells were positive for f-Catenin, confirming the
diagnosis of Solid Pseudopapillary Neoplasms of the Pancreas. (3) Conclusion: There are 50 reported cases of Extrapancreatic SPN, with only one
other documented case arising from the mesentery, in the English literature. Although Pancreatic SPNs have low malignant potential,
Extrapancreatic SPNs have been observed to have higher metastatic potential and recurrence rates, hence excision is recommended.
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INTRODUCTION

Solid Pseudpapillary Neoplasm (SPN) is an unusual primary neoplasm
of the pancreas that customarily affects adolescent girls and young
women, with a median age of 26 years. SPN accounts for less than 1%
to 2% of exocrine pancreatic tumors. It is a low-grade malignancy,
with a metastasis rate of 10% to 15% (1). Although patients are often
asymptomatic, they may have nonspecific symptoms such as weight
loss, dyspepsia, and pain or on rare occasions, they may present with
palpable abdominal masses (2). Here we describe an extremely rare
case of a 30 year old female with Extrapancreatic Solid
Pseudopapillary Neoplasm of the Pancreas arising from the mesentery,
initially clinically misdiagnosed as a Mesentery Cyst.

Case Report

A 30 year old female presented to the surgical OPD with complaints of
a slow growing mass over the right side of the abdomen since 6
months, associated with vague, nonprogressive pain, of a month's
duration. Patient gave no history of abdominal distention, vomiting,
bowel disturbances, jaundice, loss of appetite, or significant weight
loss. Patient did not give any prior history of abdominal trauma, other
comorbidities or previous surgeries, or significant family or dietary
history.

Her physical examination revealed a moderate built and nourishment
with normal vital signs, with a nontender freely mobile intra-peritoneal
mass in the umbilical region, of size 12x 10cm, with a lobulated
surface and firm consistency. She had an otherwise unremarkable
systemic examination. Laboratory tests demonstrated hypochromic
microcytic anemia, with other routine labs being normal. Serum
Amylase and Lipase levels were not evaluated.

Abdominal ultrasound revealed a right lumbar and peri-umbilical
possible retroperitoneal solid lesion of approximately 117x90mm with
root dense calcification, with internal vascularity, and close
approximation to, but not infiltrating the Inferior Vena Cava. The mass
was seen displacing the bowel anteriorly. Other solid organs were
noted to be normal.

Patient underwent a Contrast Enhanced Computed Tomography,
which described a large solid mass lesion in the right side of the
abdomen — possibly arising from the mesentery, measuring 12.3cm
(cranio-caudally), 10.1cm (transverse), and 7.9cm (antero-posterior),
with few internal septations, and peripheral dense calcifications,
extending upto the uncinate process of the pancreas and displacing the
Inferior Vena Cava posteriorly. Pancreas appeared normal in shape and
density, with no calcifications, and normal Pancreatic duct diameter.
Other solid organs were normal.

Owing to the suspicion of mesenteric cyst, Exploratory Laparotomy

was performed through a Midline incision under general anaesthesia.
Intra-operatively, clots were noted in the peritoneal cavity, and a
nodular mass measuring about 15x10x7 cm was noted arising from the
mesentery, related anteriorly to the head and the uncinate process of the
pancreas, but with no attachment to it.

Figure 1. Nodular growth with a pedicle arising from the
mesentery

The tumor was excised intact and intoto, with placement of an intra-
abdominal drain, and surgery was completed within 3 hours, with
minimal blood loss. Patient shifted to the ICU and was managed on
mechanical ventilation, but developed ventilator-associated
pneumonia, deteriorated, and succumbed on post-operative day 7, due
to respiratory causes.

Figure 2. Mass excised intact

The cut surface of the tumor had friable nodules, measuring 0.5x2cm,
with the cut surface of the nodules showing brown colored fluid and
cystic spaces.
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Figure 3. (a) Gross specimen (b) Cut surface of the specimen

Histologically, the solid portions contained cells arranged in various
patterns like papillae, pseudopapillae, solid sheets and trabeculae. The
papillae were lined by multiple layers of rather small, and fairly round
cells with small round oval nuclei with moderate eosinophilic
cytoplasm arranged around fibrovascular core with few areas showing
eosinophilic cytoplasmic deposits. The tumor cells farthest from the
central vessel showed degenerative changes. On immuno
histochemical analysis, the cells stained positive for B-Catenin. All the
above features were suggestive of Solid Pseudopapillary Neoplasm of
the Pancreas.
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Figure 4. Histopathological examination showing sheets of small
round cells arranged in patterns of papillae and pseudopapillae.

DISCUSSION

Solid Pseudopapillary Neoplasm was first described by V.K. Frantz in
1959 and incorporated into the WHO classification in 1996 (3). WHO
describes it as low malignant potential tumors with unclear cell of
origin and pathogenesis. It has a female preponderance of 10:1 and
accounts for 30% tumors in <40 year old women (4). Occasional cases
have been reported in patients with familial adenomatous polyposis
(5,6).

As is the case with our patient, they most commonly present with
abdominal pain and a palpable, nontender, upper abdominal mass.
They may also present with symptoms related to mass effect, such as
discomfort, nausea, vomiting and early satiety, all of which, our patient
did not complain of. However, most cases are incidentally discovered
on imaging (7). Although it is most commonly seen arising from the
pancreas, there are a few reported cases in extra-pancreatic sites, such
as mesocolon, omentum, ovary and testis (8,9,10).

Although SPNs characteristically appear as solid or solid-cystic
masses in the tail of pancreas on imaging studies, in our case, there was
suspicion of the mass arising from the mesentery or the
retroperitoneum. Wu H et al. have described a case of a 40 year old man
with SPN arising from the mesentery, who developed recurrent disease
after 4 years, while another case report by Chen L et al. describes a 13-
year-old male patient with retroperitoneal SPN and multiple hepatic
metastases (11,12). Depending on the site involved, the differentials
include adrenal tumors, pancreatic endocrine neoplasm, cysts or tumor
of the liver, or a pancreatic pseudo cyst when tail is involved.
Biochemical analysis of the cyst fluid shows low CEA and amylase

(13).

Since SPNs are typically clearly distinguished from adjacent non-
neoplastic pancreatic tissue, they can be curatively treated with
surgery with a 5-year survival rate of 95-98%. Procedures such as
Distal Pancreatectomy, Pancreaticoduodenectomy or Enucleation can
be done, depending on the size and location of the tumor (14,15). Due
to the clinical suspicion of a mesenteric cyst, Exploratory Laparotomy
and Excision of the tumor was warranted.

Poor prognostic factors in a case of SPN have been described as - size >
5 cm, male gender, presence of necrosis, cellular atypia, vascular
invasion, perineural invasion and invasion into adjacent structures
(16). Although SPNs have a good prognosis after surgery, there is no
consensus on whether postoperative chemotherapy and other
treatments are needed for patients with high recurrence risk. Rupture
of the tumor or laparoscopic biopsy may seed the tumor cells into the
peritoneal cavity, and could be a possible factor responsible for
peritoneal recurrence (17).

CONCLUSIONS

Extrapancreatic SPNs are extremely rare entities, with about only 50
cases identified upto 2022 (18). There has been only one reported case
of SPN arising from the mesentery, and 5 reported to be arising from
the mesocolon in the English literature (11,18). Although Pancreatic
SPNs have low malignant potential, Extrapancreatic SPNs have been
observed to have higher metastatic potential and recurrence rates.
Further studies are warranted to increase our understanding about the
biological behavior of Extrapancreatic SPN to improve our diagnostic
and treatment modalities.
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