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Abstract

and spleen.

Solid pseudo-papillary neoplasms of the pancreas are rare tumors that typically affect women in the second to
fourth decade of life. Although they are known to carry a low malignant potential and carry a favorable prognosis once
removed, the presentation and treatment options can differ depending on the location and structures involved. In this
case a 23 year-old female presented with an unusual cause for acute pancreatitis.

A high index of suspicion and through diagnostic studies revealed a pseudo-papillary neoplasm in the tail of the
pancreas obstructing the pancreatic duct. Definitive treatment included laparoscopic resection of the tail of the pancreas
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Introduction

Solid pseudo-papillary neoplasm, also known as a Frantz’s tumor,
is a rare tumor that typically affects women in the second to fourth
decades of life [1]. It is characterized by a well-encapsulated mass that
causes a wide variety of local symptoms. These neoplasms have a low
malignant potential and usually carry a favorable prognosis [2]. The
most common presentation is usually vague, nonspecific abdominal
pain. Other symptoms may include nausea, vomiting, and early
satiety due to mass effect from the tumor compressing local structures
[2,3]. Although these tumors typically follow an indolent course,
approximately 15% of cases are malignant with subsequent metastases,
almost all of which involve the liver. It is important to identify these
tumors early because timely surgery is associated with a 95% survival
rate. We present a rare case of a solid pseudo-papillary neoplasm in
a 23 year-old patient presenting with abdominal pain, which was
successfully treated with surgical resection.

Case Presentation

A 23- year-old Haitian-American female, in good overall health,
presented to the emergency department of a community hospital with
severe abdominal pain. The pain began the night prior to presentation
and had not subsided since its onset. The pain was localized to the mid-
epigastric region, and radiated to the left lower quadrant. She described
the pain as severe and throbbing, and described a constant feeling of
nausea, but denied any vomiting during the episode. She reported no
fever, chills, chest pain or shortness of breath. She denied ever suffering
from these symptoms in the past.

In the ED, a complete blood count and serum electrolytes were all
within normal limits. The serum lipase was elevated at 647. At this time,
she was diagnosed with acute pancreatitis and admitted to the surgical
floor, made NPO and started on IV fluids and narcotics.

An ultrasound of the right upper quadrant was obtained to
determine if gallstones were cause a possible cause of her pancreatitis.
Imaging revealed no gallstones but did identify an unusual mass in the
tail of the pancreas. The patient also had an MRCP performed, which
confirmed the pancreatic mass causing mild distal pancreatic ductal
dilatation (Figure 1).

A CT scan with oral and IV contrast confirmed the presence of a
3cm, well-circumscribed, low-density mass in the tail of the pancreas,

compressing and therefore leading to obstruction of the pancreatic
duct (Figure 2). There was noticeable dilatation of the main pancreatic
duct distally. This may explain her presentation with acute pancreatitis.
The patient then underwent an endoscopic ultrasound and fine needle
aspiration which revealed a solid-pseudopapillary neoplasm (Figure 3).

The patient underwent a laparoscopic distal pancreatectomy and
splenectomy ten days after her initial presentation (Figure 4). The
decision on the timing of surgery was based on the patient’s overall
clinical picture. By this point the patient had no further abdominal
pain, and time was given to allow the acute inflammation around her
pancreas to subside. Ultimately, the pancreas was divided with a linear

Figure 1: MRI of abdomen demonstrating a mass in the tail of the pancreas.
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Figure 2: CT scan of abdomen confirming a well-circumscribed 3cm mass in
the tail of the pancreas.
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Figure 3: Endoscopic ultrasound-guided fine needle aspiration of a solid
pseudopapillary neoplasm of pancreas showing tumor cells lining branching
vessels (Diff-Quick stain 20x objective).

cutting stapler with a Gore Seamguard® staple line reinforcement. The
patient tolerated the procedure well. Final pathology confirmed a 3.0
cm solid-pseudopapillary tumor without dysplastic features. There
were negative margins at the pancreatic resection margin, and no
involved lymph nodes. The patient was discharged five days later with
no complications.

Discussion

Solid pseudo-papillary neoplasms of the pancreas are rare, low-
grade malignancies, that make up less that 1% of pancreatic tumors,
and often affect women in their second to fourth decades of life. It
was first described by Frantz in 1959 as a “papillary tumor, benign or
malignant” and in 1993, the World Health Organization defined it as
“solid pseudopapillary tumors” of the exocrine pancreas [4]. Grossly,
these are large, sharply marginated and well-encapsulated pancreatic
masses that demonstrate variable degrees of hemorrhage, necrosis
and cystic degeneration. On light microscopy, the tumor cells are

Figure 4: Gross specimen of distal pancreas and spleen removed
laparoscopically.

arranged in solid sheets, microcysts and pseudopapillae. The solid
sheets contain uniform, polygonal cells within a vascular network.
Pseudopapillae are formed by a central thin walled blood vessel
surrounded by several layers of dropped neoplastic cells [5]. Histologic
findings often include eosinophilic globules, foam cells and cholesterol
crystals. Immunohistochemistry shows a distinct pattern that does
not correlate to either exocrine or endocrine pancreatic cell types.
Solid pseudopapillary neoplasms are positive for CD56, CD10, alpha
1-antitrypsin, neuron specific enolase and vimetinin [5].

Computed tomography is the imaging modality of choice for
evaluation of the pancreatic mass and the surrounding structures, which
allows for determining if it can be surgically resected [6]. These lesions
can be difficult to differentiate due to its heterogeneous composition
of cystic and mucinous properties. Because of the tumors varying
composition, endoscopic ultrasound and biopsy is the ideal method for
a definitive diagnosis. In a series by Sushanth et al, 36 patients with
solid pseudopapillary neoplasms had pre-operative CT scans. 39% had
tumor localized to the head of the pancreas, 19% to the body and 39%
to the tail. Only 3% have multifocal disease of the head and tail [1].

The definitive treatment for solid pseudopapillary neoplasms is
surgical resection in order to both relieve symptoms and eliminated any
potential metastatic spread. Because long-term survival can be achieved
with radical surgical intervention, aggressive surgical therapy is
encouraged once a diagnosis is made [7]. A pancreaticoduodenectomy
is required for those lesions within the head of the pancreas, and distal
pancreatectomy with or without splenectomy is the treatment of choice
for tumors of the pancreatic body and tail [8].

The role of chemotherapy for metastatic solid pseudopapillary
neoplasms is unclear. Its use has only been described in selected cases
of involving unrespectable metastatic lesions. Gemcitabine based
regimens have been used with some success in these rare situations [8].
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