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CASE REPORT

Solid and Cystic Papillary Neoplasm of the Pancreas in
a 18-Year-Old Female: A Case Report
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ABSTRACT
Context Solid and cystic papillary neoplasm of the pancreas is an extremely rare neoplasm that mostly affects young females
in the mean age of 25 years and accounts for about 0.2-2.7% of all pancreatic tumors. Case report A 18-year-old female
presented with progressively increasing mass in the left hypochondrium and epigastric regions and vague abdominal pain.
There was no history of jaundice and vomiting. The mean diameter of the tumors was 17x24 cm. Preoperative core needle
revealed solid and cystic papillary neoplasm. Distal pancreatectomy and splenectomy were performed. The patient did not
receive adjuvant therapy and no tumor recurrence was detected in follow up. Conclusion Solid and cystic papillary
neoplasm may reach large dimensions with a benign behavior and is curable by surgical excision. Differential diagnosis from

other tumors with aggressive behavior is therefore important.

INTRODUCTION

Solid and cystic papillary neoplasm of the pancreas
is an extremely rare tumor of the pancreas that
normally occurs in young females. It was first
described in 1959 by Frantz [1]. Various synonyms
include papillary cystic neoplasm, papillary
epithelial neoplasm, papillary and cystic tumor,
papillary and cystic epithelial carcinoma, papillary
and solid neoplasm, solid and cystic acinar cell
tumor and Gruber -Frantz's tumor [2]. For this
reason the real incidence of solid and cystic
papillary neoplasm of the pancreas is difficult to
assess.

We describe clinical features and management of
this rare tumor by presenting a young female in
whom solid and cystic papillary neoplasm of the
pancreas was diagnosed and managed in our
institution, as well as we review of relevant
literature.

CASE REPORT

A 18-year old-female presented with progressively
increasing mass in the left hypochondrium and

Received March 2314, 2013 - September 11, 2013 Accepted
Key words Pancreas; Pancreatic Neoplasms

Correspondence Hussein Fakhry

Department of Surgical Oncology;South Egypt Cancer Institute;
Assiut University; Assiut; Egypt

Phone: +20-88.233.7670; Fax: +20-88.233.3342

E-mail: hussein_hozayen@yahoo.com

epigastric regions of 6 months duration. There was
no history of jaundice, vomiting, change in stool
color, diarrhea, or flushing. On examination there
was a painless, firm mass occupying the epigastric,
left hypochondrium, umbilical regions which did
not move with  respiration.  Laboratory
investigations were normal, with normal serum
level of CEA. Imaging in the form of ultrasonography
revealed a large complex mass in the left
retroperitoneum measuring 17x22x7 cm. Contrast
enhanced multislice CT scan showed a large well
defined mass of 17x24 cm with areas of
degeneration, involving the region of the body and
tail of pancreas, extending upward to the
retrogastric space and downward to the level of
aortic bifurcation, with no evidence of metastasis,
with criteria suggestive for a solid and cystic
papillary neoplasm of the pancreas (Figure 1).

Core needle biopsy of the pancreatic mass
demonstrated features suggestive of solid and cystic
papillary neoplasm of the pancreas. On exploration
a large, well circumscribed, heterogeneous lesion
was present in the body and tail of pancreas up to
the splenic hilum. The splenic vein was severely
adherent to the mass and could not be dissected
from it. Distal pancreatectomy to the left of the neck
of the pancreas with 1 cm safety margin and
splenectomy were done. Afterwards, a manual
suture of the duct and parenchyma was done. A
tube drain was left in place at the distal
pancreatectomy area. Grossly, the tumor was large,
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Figure 1. Abdominal CT scan shows a large, well-demarcated,
heterogeneous pancreatic mass.

16x24 cm, heterogenous, nodular and capsulated
(Figure 2). Postoperatively, patient had wound
infection which was treated by drainage and
repeated dressings till sound healing occurred.

Histopathological examination of the resected
tumor revealed that the tumor was composed of
large areas of pseudopapillary structures with
hyalinized fibrovascular cores lined by several
layers of fragile epithelial cells with clear to

Figure 2. Gross specimen shows large, encapsulated and nodular
pancreatic tumor with spleen.

eosinophilic cytoplasm, variable mucinous changes
within the core with solid focal areas. Cells showed
round/oval nuclei, finely stippled chromatin,
nuclear grooves, indistinct nucleoli, few mitoses
which was consistent with solid and cystic papillary
neoplasm of the pancreas (Figure 3). No evidence of
recurrence during a 2-year follow up period.

DISCUSSION

A solid and cystic papillary neoplasm of the
pancreas is an extremely rare tumor. It is
considered as a low-grade malignant tumor with an
excellent prognosis [3, 4, 5]. It constitutes 0.2 to
2.7% of the primary non-endocrine tumors of the
pancreas and female:male ratio is 10:1 [6] with
predominance in non-Caucasian women (more than
90% of the cases) [7].

The tumor can occur anywhere in the pancreas and
frequently shows an exophytic growth [8]. In
approximately 15% of the cases metastases
occurred [9]. Metastases involved one or more of
the following organs: lymph nodes, liver, spleen,
colon, mesocolon and generalized carcinomatosis
[10].

Figure 3. Low power shows polygonal cells with a
pseudopapillary appearance (magnification: x10).
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The presenting features of papillary cystic and solid
tumors of pancreas are relatively non-specific with
large tumors presenting with symptoms related to
the compression of adjacent structures and a
palpable mass and the smaller tumors as abdominal
discomfort or pain. Jaundice is reported to be rare,
even in tumors originating from head of pancreas
[11, 12]. It may rarely present as an acute
emergency due to rupture and hemoperitoneum.
Even more infrequently, it presents with an acute
pancreatitis or as a posttraumatic pancreatic
pseudocyst [13, 14].

Ultrasonography wusually reveals a sharply
demarcated, well circumscribed, variable solid and
cystic without any internal septations [15]. CT scan
shows a sharply circumscribed, well encapsulated
heterogeneous and hypodense lesion. Following i.v.
contrast administration, enhancing solid areas are
typically noted peripherally, whereas cystic spaces
are usually more centrally located. Calcifications
and enhancing solid areas may be present at the
periphery of the mass [16]. On MRI, it typically
presents as a large, well-defined, encapsulated
lesion with heterogeneous high or low signal
intensity on T1, heterogeneous high signal intensity
on T2-weighted, and early peripheral
heterogeneous enhancement with progressive fill-in
on gadolinium-enhanced dynamic MR imaging [17].
Endoscopic ultrasonography provides an accurate
diagnosis of papillary cystic and solid tumors of
pancreas less than 2 cm; the estimated accuracy is
92-96% [18]. Fine-needle aspiration can be used to
obtain a preoperative cytological diagnosis, but it is
not specific because the branching papillae with
myxoid stroma characteristic of this tumor are
present in the FNA smears in most cases but are
best seen in the cell block sections. Clinical
correlation,  cytomorphologic  features, and
immunostains applied to the cell block help to
distinguish solid and cystic papillary neoplasm from
pancreatic neoplasms with similar morphologic
features, such as pancreatic endocrine tumors,
acinar cell carcinoma, and papillary mucinous
carcinoma [19].

In differential diagnosis, any cystic and/or solid
pancreatic disease process should be considered.
This includes inflammatory pseudocyst, mucinous
cystic tumors, mucus secreting tumors (intraductal
papillary  mucinous neoplasm), microcystic
adenoma, islet cell tumor, acinar cell carcinoma,
cystadenocarcinoma, pancreaticoblastoma, and
vascular tumors as hemangioma, lymphangioma
and angiosarcoma. An inflammatory pseudocyst
usually occurs after abdominal trauma or
pancreatitis. Endocrine tumor occurs at a slightly
older age than solid and cystic papillary neoplasm
of the pancreas without gender predilection.
Pancreatoblastoma is a childhood malignant

pancreatic neoplasm with poor prognosis with a
male predominance. Acinar cell tumors are always
malignant and affect patients of both sexes in their
sixth or seventh decades [10].

Surgery is the treatment of choice even in the case
of distant metastasis or local recurrence [20, 21,
22]. With tumor involving the head of the pancreas,
a pylorus preserving pancreaticoduodenectomy is
recommended [23]. Central pancreatectomy and
reimplantation of the pancreatic remnant into the
stomach has been reported with the tumor
involving the neck or body of the pancreas and
splenic conservation following distal
pancreatectomy has also been tried [24]. When the
tumor is located at the pancreatic tail, distal
pancreatectomy with splenectomy has been
recommended [11]. Laparoscopic distal
pancreatectomy was successful in a case reported
by Marinis et al. [25]. Recurrence is rarely seen and
should be treated by radical resection.

The role of neoadjuvant chemotherapy was
described in only a few case reports. It has been
done in a case of advanced disease with invasion of
the superior mesenteric vein with good response
[26, 27]. There is no clear established role of
chemoradiation therapy in the management of
papillary cystic and solid tumor [28].

Overall 5-year survival is as high as 97% in patients
undergoing surgical resection [29].

In conclusion, solid and cystic papillary neoplasm is
a rare low-grade malignant tumor usually seen in
young women that may reach large dimensions. It is
important to differentiate this tumor from other
pancreatic tumors, as radical resection is the
treatment of choice and offers an excellent
prognosis even in case of metastases or local
invasion.
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