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ABSTRACT

A 19-year-old woman presented with painless swelling of the abdomen. During surgery, a giant mass measur-
ing 37 cmx26 cmx12 cm within the distal pancreas invading the spleen was noted. The clinical diagnosis of a
solid cystic pseudopapillary tumor of the pancreas was suspected. Distal pancreatectomy, splenectomy, and
debulking surgery were performed. Histological examination showed that the tumor infiltrated the spleen and
pancreatic parenchyma, and sections of the solid areas revealed a proliferation of spindle-shaped or stellate
cells growing in fascicular and storiform patterns within a myxoid intercellular matrix. Cystic areas were rep-
resenting the entrapped excretory pancreatic ductules. Interestingly, there were two ectopic adrenal tissues
found incidentally in the peripheral portion of the tumor. The histopathologic and immunohistochemical fea-
tures were consistent with a solid cystic desmoid tumor of the pancreas. Desmoid tumors of the pancreas are
very rare, and if they present as a solid cystic lesion, their diagnosis may be difficult. We report the case for its rar-
ity and huge size and to emphasize a regular follow-up because the long-term prognosis is currently unknown.
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INTRODUCTION

Desmoid tumors (DTs) are a rare type of benign soft-
tissue tumors, and intraabdominal forms are associ-
ated with familial adenomatous polyposis (FAP) and
Gardner syndrome. They may also occur sporadically or
subsequent to a surgical or nonsurgical trauma. They
are characterized by dense fibroblastic proliferation in
an abundant collagenous extra-cellular matrix (1,2).
Although they have no metastatic potential, they are
locally aggressive with a high recurrence rate. DTs are
usually asymptomatic for a long period of time. Diagno-
sis can be made if symptoms or mechanical complica-
tions develop.

Desmoid tumors occur very rarely in the pancreas and
only a few cases have been reported in the literature
since 1956. Here we report a sporadic giant solid cystic
DT of the pancreas in a 19-year-old woman presenting
with an abdominal mass.

CASE PRESENTATION

A 19-year-old woman presented with complaints of
painless swelling of the abdomen. There was no history
of weight loss, jaundice, vomiting, or fever, and no family
history of a genetic disease. Abdominal computed to-
mography delineated a mass measuring 37 cmx25 cm
in the left side of the abdomen with cystic and solid areas
and septations, as well as locally invading the spleen and
porta hepatis. During surgery, a huge mass of 37 cmx25
cmx12 cm within the distal pancreas invading the
spleen and the adjacent portion of the diaphragm was
noted. The clinical diagnosis of a solid cystic pseudopap-
illary tumor of the pancreas was suspected. Distal pan-
createctomy, splenectomy, and debulking surgery were
performed. An informed consent was obtained from the
patient before the surgery and for this publication.

Gross examination revealed a 16 cmx12 cmx3.5 ¢cm
spleen, a 14 cmx8 cmx1 cm mesentery, and a 6 cmx4.5
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Figure 1. Gross appearance of the giant tumor with the spleen on the
right side
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Figure 2. Pancreatic infiltration by the tumor, H&E 200x; inlet, hypocellular
areas, H&E 40x

Figure 3. Dilated vascular channels, H&E 200x
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cmx1.5 cm pancreas with a huge, partially well circumscribed,
non-encapsulated tumor measuring 37 cmx26 cmx12 cm
(Figure 1). It was invasive to the hilus of the spleen and sur-
rounding fat tissue, and the cut surface of the tumor showed
several multicystic cavities and solid-myxoid areas. Histologi-
cal analysis showed a tumor arising from the pancreas, and
sections of the solid areas revealed a proliferation of spindle-
shaped or stellate cells growing in fascicular and storiform
patterns within a myxoid intercellular matrix (Figure 2,3).
Glassy, hyalinized, and keloid-like collagen fibers were seen in
the peripheral portions. Spindle-shaped cells had regular nu-
clei, and their mitotic activity was very low (only 2 per 50 high-
power fields). Tumor necrosis was not seen. Cystic areas within
the solid component were made up of retentional cysts and
entrapped excretory pancreatic ductules with dilation (Figure
4). Interestingly, there were two ectopic adrenal tissues found
incidentally, measuring 2 mm each, which were located within
the peripheral portion of the tumor (Figure 5).

Immunohistochemical analysis showed nuclear positivity for
B-catenin, while estrogen receptor was negative (Figure 6).
The Ki-67 proliferation index was <1%. Entrapped dilated ex-
cretory pancreatic ductules were highlighted with keratins and
EMA among neoplastic cells. Other markers used in differential
diagnosis, such as CD117, DOG-1, CD34, desmin, smooth mus-
cle actin, and S100, were all negative. The histopathologic and
immunohistochemical features were consistent with a solid
cystic DT of the pancreas.

DISCUSSION

Desmoid tumors comprise 3% of soft-tissue tumors, but intraab-
dominal forms are more rarely seen (3). The incidence of sporad-
ic intraabdominal DT is very low (5%), and the ones originating
from the pancreas are the rarest with only 20 cases having been
described in the English literature since the 1980s (4,5). While ab-
dominal DTs are associated with FAP and Gardner syndrome, so
far only one case had this association (4). There was no history of
any syndromes or genetic abnormalities in our case.

Although the etiology is not known, previous trauma, surgery,
pregnancy, hormonal factors, and irradiation are among the
risk factors. In our case, there were no known risk factors. While
female patients are at risk for intraabdominal DTs, there is a
slight male predominance in pancreatic DTs (M/F=11/10) (6).

Symptoms depend on the location and occur with local inva-
sion to adjacent tissues (7). The patients with intraabdominal
DT generally have no symptoms and are encountered inci-
dentally during laparotomy. The most common symptom is
epigastric pain, while weight loss, nausea, abdominal fullness,
or painless jaundice may be seen. Our patient presented with
painless abdominal swelling.

Somatic mutation of the Wnt/p-catenin gene and abnormal
myofibroblastic proliferation are observed in DTs. This mutation
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causes the accumulation of 3-catenin in the nucleus. It is help-
ful to show intranuclear (3-catenin by immunohistochemistry
in the differential diagnosis from other benign and malignant
proliferations (8).

Preoperative diagnosis of sporadic intraabdominal DT is not
usual due to the asymptomatic growth of the tumor. Because
of local invasion and mechanical complications in the long-
term, surgery is needed (3). Radiologic studies such as ultra-
sonography (US), computerized tomography, and magnetic
resonance imaging are essential to determine tumor charac-
teristics, invasion, and resectability. Endoscopic US helps image
the tumors localized within the pancreatic head and provides
examination of the superficial tumors with fine needle aspira-
tion (9).

Figure 4. Dilated entrapped excretory pancreatic ducts, H&E 200x; inlet,

cytokeratin 7 positivity, 200x If clear margins are obtained, radical surgery is curative for pan-
creatic DT (10). Most of these patients so far had distal pan-
createctomy or pancreaticoduodenectomy, while a biopsy was
done only in four cases (3). In our case, due to local invasion
of the tumor, distal pancreatectomy, splenectomy, and debulk-
ing surgery were performed. Other effective treatment choices
used in DTs are NSAIDs, chemotherapy, and radiotherapy (11).
No other treatments were used in our case besides surgery.
After 27 months follow-up, no recurrence has been observed.
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Differential diagnosis includes other benign or malignant mes-
enchymal lesions, such as extra-gastrointestinal stromal tumor,
solitary fibrous tumor, dedifferentiated liposarcoma, schwan-
noma, leiomyoma, leiomyosarcoma, pancreatic mucinous
cystic tumor, and solid pseudopapillary neoplasm (12-14). In
problematic cases, immunohistochemistry and molecular tests
would be helpful in diagnosis.

In summary, intraabdominal DTs may reach extreme sizes
without demonstrating noticeable symptoms. In cases with
large, isolated intraabdominal mass with solid and cystic com-
ponents originating from the pancreas, DT should be kept in
mind.

Figure 5. B-catenin nuclear positivity, 40x
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