
Introduction

Papillary cystic tumor of the pancreas represents a di-
stinct and unusual clinicopathologic entity. Tumor was
described for the first time by Frantz in 1959 (3). About
200 cases have been reported since then, most of them
occuring in young females;only a few male patients have
been reported (1). Most of the pancreatic neoplasm among
children are endocrine (beta -cell tumors) (5). At least 10
types of primary nonendocrine neoplasm have also been
described (7) among which papillary-cystic neoplasm is no-
table because of its rarity and low grade malignant potential.
We report a rare case of PCN in a 16 year old girl, that was
totally excised with no recurrence on 3 years follow up. 

Case report

A 16 year old girl was admitted to our hospital because
of intermitent abdominal pain lasting for 3 years. Vital signs
were normal. Physical examination revealed tenderness in
epigastric region with palpable abdominal mass without
any other sugestive physical findings. Routine laboratory
examination (peripheral blood smear, urinalysis and serum
electrolytes) were normal. Abdominal ultrasound showed
the presence of a lesion in a head of pancreas 6,5 cm in
diameter. The border was well defined and the content dis-
played a markedly heterogeneous echo structure with scat-
terd hypoechoic regions. CT showed round lesion 6 cm in

diameter with low density structure and with high density
ring located in the head of the pancreas. There was no evi-
dence of metastatic disease to the liver. At laparotomy
a well encapsulated tumor growing from the head of the
pancreas was found. Excision was performed and all ex-
cision margins were free of the tumor without significant
damage to normal pancreatic tissue. Postoperative recovery
was uneventful with amylase and lipase levels normalizing
within 7 days. The tumor was 6,5 cm in diameter with
a smooth external surface and well defined capsule. On cut
section the tumor was friable and showed extensive areas of
necrosis. Histology revealed a tumoral lesion formed by
cells arranged in pseudopapilary pattern with cystic spaces.
The cells were cuboidal or cylindrical, small to medium,
polygonal in shape with ovoid nuclei with very rare mitotic
figures. 

Discussion

Papillary cystic neoplasm of the pancreas occurs pre-
dominantly in girls and young women in their second or
third decade of life (2). Microscopically it had predomi-
nantly papillary arrangement mixed with solid areas. The
solid areas are composed of small and medium size tumor
cells, which had no obvious atypia. Pseudopapillary struc-
tures were found in the cystic degeneration areas. Three dif-
ferent patterns can be recognised, which can affect the
imaging information and cause several problems of diffe-
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rential diagnosis, the masses with completely solid content,
the masses with fully cystic content and the masses with
mixed content have been the most frequent type of lesion
characterised by the presence of solid and cystic areas.
Based on high rates of positivity for markers of various
pancreatic types (neuron specific enolase, alpha 1 antitryp-
sin, antichymotrypsin) it has been suggested that the tumor
originates from pancreatic pluripotential embryonic stem
cells (2). Ultrasonography demonstrates a solid mass, well
demarcated and containing cystic areas of variable number
and size. On CT the mass is well delineated, nonhomoge-
nous of uneven soft tissue density with central necrosis (8).
Papillary cystic neoplasm is a low grade malignancy; meta-
stases are rare, although local spread may occur with tumor
rupture (9). Only 5 children with metastasis and/or local

recurrences of papillary cystic neoplasm of the pancreas
have been reported in the literature (10). Differential dia-
gnosis of papillary cystic neoplasm of the pancreas in-
cludes: serous cystadenoma, mucinous cystic neoplasm,
nonhyperfunctioning islett cell tumor and pancreatoblasto-
ma. Pancreatoblastoma, the most common form of pan-
creatic neoplasm in children, may also present with similar
appearance but is a more aggresive tumor often with hepa-
tic metastases at the time of diagnosis (4). Treatment of
papillary cystic neoplasm is surgical. Complete resection
result in cure in the great majority of cases. Since resection
of the tumor provides a cure, and there exists a danger of li-
quid spilage during a biopsy, preoperative percutaneous
biopsy is unnecessary (9). Our patient presentation with
a palpable abdominal mass is typical for this tumor. 
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Fig. 1: Tumoral lesion formed by cells arranged in pseudo-
papillary pattern with cystic spaces. 

Fig. 2: Tumoral cells were cuboidal or cylindrical, small to
medium, polygonal in shape with ovoid nuclei. 

Fig. 3: Tumoral cells with very rare mitotic figures. Fig. 4: Tumoral cells with very rare mitotic figures. 



Conclusion

Papillary cystic neoplasm of the pancreas is very rare in
children. The major presenting symptoms were abdominal
pain and abdominal mass. Serum tumor markers showed
normal results. Sonography and CT examination showed
that the tumor was a heterogeneous mass with solid and
cystic components. The tumor was 6,5 cm in diametar with
a smooth external surface and well defined capsule. On cut
section the tumor was friable and showed extensive areas of
necrosis. Histology revealed a tumoral lesion formed by
cells arranged in pseudopapilary pattern with cystic spaces.
The cells were cuboidal or cylindrical, small to medium,
polygonal in shape with ovoid nuclei with very rare mitotic
figures. No metastasis or recurrence was noted during follow-
up (6). Our study confirmed that papillary cystic neoplasm
of the pancreas is low-grade malignant tumor. Surgical re-
section of the tumor is the mainstay of effective manage-
ment. 
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