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ABSTRACT

A solid pseudopapillary neoplasm (SPN) is an uncommon pancreatic tumour that usually occurs in young women.
Tumours outside the pancreas (e.g. in the ovary, retroperitoneum or omentum) are rare. We report a case of an SPN

arising from the greater omentum in a 78-year-old male who presented with a month-long history of abdominal pain and
a palpable abdominal mass. Laboratory data showed inflammation and anaemia. CT and magnetic resonance imaging
revealed a well-defined encapsulated mass measuring 18cm in the upper right abdomen. The tumour was completely
removed via surgery, and pathologic examination confirmed a diagnosis of an SPN in the greater omentum.

CLINICAL PRESENTATION

A 78-year-old male presented at a local hospital with a
month-long history of abdominal pain and a palpable
abdominal mass. Non-contrast-enhanced CT detected an
intraperitoneal mass, and he visited our hospital for further
examination. Laboratory data showed inflammation and
anaemia. Carcinoembryonic antigen and carbohydrate
antigen 19-9 levels were normal.

INVESTIGATION/IMAGING FINDINGS

CT revealed a well-defined intraperitoneal encapsulated
solid mass with cystic components but no calcification.
The mass was 18 cm in diameter, with the solid portion at
the periphery. It was located in the upper abdominal
region, surrounded by the liver, stomach, transverse colon,
and close to the gallbladder (Figure 1). Its main blood sup-
ply originated in the branches of the right gastro-omental
artery. No abnormalities were observed in the pancreas.

MRI revealed a well-defined lesion with a mix of high and
low signal intensity on T} and T, weighted images. On the
T, weighted image, the mass was rimmed by low signal
intensity and contained fluid-fluid levels. Gadolinium-
enhanced dynamic MRI showed early peripheral heteroge-
neous enhancement of the solid portion with progressive
fill-in (Figure 2). The suggested diagnosis was a gastroin-
testinal stromal tumour (GIST) in the greater omentum or
stomach, and open surgery was performed.

TREATMENT/OUTCOME/FOLLOW-UP
During surgery, a well-defined mass was found in the
upper abdominal region.

The tumour adhered to the stomach and gallbladder, but
was clearly separate from the pancreas and transverse
colon. Tumourectomy with cholecystectomy and distal
gastrectomy was performed.

Macroscopically, the resected tumour was a circumscribed
mass measuring 16 cm. The external surface was smooth,
and the cut surfaces of the tumour showed interspersed
cystic, haemorrhagic and necrotic spaces (Figure 3a,b). The
tumour was attached to the stomach and gallbladder and
was partly in the gastrocolic ligament.

Microscopically, the tumour had a fibrous capsule. The
surgical sample contained normal stomach and gallbladder
tissue, which were separate from the fibrous capsule
(Figure 3c). The tumour was composed of cells arranged in
solid sheets and microcysts with a fibrovascular core. The
tumour cells had round or oval nuclei and eosinophilic or
lightly coloured cytoplasm (Figure 3d.,e). Regional cystic
degeneration, haemorrhage and necrosis were observed.
Extensive sampling found no ectopic pancreatic tissue
within or adjacent to the tumour.

Immunohistochemically, the tumour cells were positive for
vimentin, CD56, DOG1 (discovered on GIST-1), cyto-
plasmic P-catenin, and neuron-specific enolase and
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Figure 1.CT scans show a well-encapsulated heterogeneous
mass in the upper abdominal region. The mass was surrounded
by the liver, stomach, transverse colon and close to the gall-
bladder. (a-c) Contrast-enhanced CT scans show early periph-
eral heterogeneous enhancement of the solid portion of the
mass with progressive fill-in. (d) The main blood supply

Figure 2. (@) A T, weighed image shows fluid-fluid levels
within the mass, indicating haemorrhage (arrow). (b) A
T, weighed gradient-echo image shows a heterogeneous mass.
(c) A heavy T, weighted image shows a rim of low signal
intensity around the mass. (d) A delayed magnetic resonance
image shows heterogeneous enhancement of the solid portion

originated in the branches of the right gastro-omental of the mass.

artery (arrow).

negative for AE1/AE3, CAM5.2, E-cadherin, c-kit, desmin,
CD34, CD10, progesterone receptors, cyclin D1 and CK19.

Based on the morphological and immunohistochemical findings
and the absence of a pancreatic mass, the final pathological diag-
nosis was an SPN arising from the greater omentum. Ten

months after surgery, peritoneal metastasis was detected via
CT (Figure 4).

Figure 3. (a, b) Grossly, the tumour was solid and cystic, with areas of necrosis and haemorrhage. The stomach and gallbladder
were attached to the mass. (c) Microscopically, the tumour had a fibrous capsule, which was separated from the stomach, and part
of the tumour was in the gastrocolic ligament. Haematoxylin and eosin, x20. (d, ) The tumour was composed of cells arranged in
solid sheets and microcysts with a fibrovascular core. The tumour cells had round or oval nuclei and eosinophilic or lightly coloured
cytoplasm. Haematoxylin and eosin, x100.
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Figure 4. A CT scan 10 months after surgery shows peritoneal
metastasis (arrow).
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DISCUSSION

SPNs are relatively rare tumours usually found in the body or
tail of the pancreas. They typically occur in young women in the
second to fourth decade of life. Before being officially designated
as SPNs of the pancreas by the World Health Organization in
2000, they were referred to as solid and cystic tumours, solid and
papillary epithelial neoplasms, papillary cystic tumours and
Frantz’s tumours.'”

Although more and more SPN cases have been reported in
recent years, primary SPNs outside the pancreas are exceedingly
rare. To the best of our knowledge, there are only 19 cases of
extrapancreatic SPNs in the English literature.” ' In these cases,
the primary site was the mesocolon, ovary, greater omentum,
retroperitoneum or liver. Some SPNs are thought to arise from
an ectopic pancreas, while others lack ectopic pancreatic tissue.
An ectopic pancreas is detected via autopsy at a reported fre-
quency of 0.6-13.7%. It occurs in the upper gastrointestinal
tract, mainly in the stomach, duodenum, and jejunum, but has
also been observed in a Meckel’s diverticulum and the ileum,
gallbladder and omentum. "’

In the present case, the tumour was located in the upper abdom-
inal region. We believe that it originated in the greater omentum
for two reasons: the fibrous portion of the tumour was separated
from the stomach and gallbladder, and part of the tumour was
in the gastrocolic ligament as determined via microscopic analy-
sis. As further support, CT revealed that the tumour’s main
blood supply originated in the branches of the right gastro-
omental artery. There was no definitive evidence of an ectopic
pancreas origin.

The aetiology of SPN development is not well established.
Although the immunohistological features of SPNs suggest an
epithelial origin, Kosmahl et al. suggest that SPNs arise from
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genital ridge-related cells that were incorporated into the pan-
creas during organogenesis.”’ This hypothesis might explain
why the SPNs in the present case and previous cases lacked
ectopic pancreatic tissue.

SPNs of the pancreas have distinctive pathological features.
Microscopically, they display two distinct types of growth pat-
terns, namely, solid and pseudopapillary. The tumour cells are
characterized by round to oval nuclei and abundant pale to
eosinophilic cytoplasm. On immunohistochemistry, they typi-
cally express vimentin, CD10 and nuclear and cytoplasmic B-
catenin, but not chromogranin A.”' However, in the present
case, some tumour cells were negative for CD10 and nuclear 3-
catenin. Although this immunohistochemical pattern was not
typical, the appearance of the tumour tissue stained with haema-
toxylin and eosin was consistent with that of an SPN, hence
leading to our final diagnosis of an SPN arising from the
greater omentum.

The classic CT feature of pancreatic SPNs is a large well-encap-
sulated mass with varying amounts of solid and cystic compo-
nents that reflect the degree of haemorrhagic degeneration.
Calcification may exist at the periphery of the mass. Contrast-
enhanced dynamic CT scans show early peripheral heteroge-
neous enhancement of the solid portion of the mass with pro-
gressive fill-in. MRI typically shows a well-defined
heterogeneous mass with thick fibrous capsule that appears as a
discontinuous rim of low signal intensity on T, weighted images.
Areas of high signal intensity on T weighted images and fluid-
fluid levels within the mass on T, weighted images can help
identify blood products.” The imaging features of the extrap-
ancreatic SPNs in the present case and previous cases were simi-
lar to those of conventional pancreatic SPNs.

Pancreatic SPNs have a limited malignant potential, and hence
tend to have a favourable prognosis with little local recurrence
in studies with long-term follow-ups. Although extrapancreatic
SPNs are similar in these respects, careful follow-up is needed
because some SPNs can metastasize as is the present case.

LEARNING POINTS

1. Primary SPNs occurring outside the pancreas are
exceedingly rare.

2. The imaging features of extrapancreatic SPNs in the
present case and previous cases are similar to those of
conventional pancreatic SPNs.

3. Although preoperative diagnosis of an extrapancreatic
SPN remains challenging, the presence of an encapsulated
solid and cystic mass with calcification and haemorrhage
is at least suggestive of this diagnosis.

CONSENT
Informed consent was obtained from the patient after explaining
the publication process and use of images.

ChoiJY, Kim MJ, Kim JH, Kim SH, Lim JS,
Oh YT, et al. Solid pseudopapillary tumor of

3of4 birpublications.org/bjrcr

BJR Case Rep;2:20170008


http://birpublications.org/bjrcr

BJR|case reports

the pancreas: typical and atypical
manifestations. AJR Am ] Roentgenol

2006; 187: W178-W186. doi: https://doi.org/
10.2214/AJR.05.0569

Junzu G, Yanbin S, Suxia W, Janjun D.

A case of extrapancreatic solid
pseudopapillary tumor in the
retroperitoneum. Jpn J Radiol 2012; 30:
598-601. doi: https://doi.org/10.1007/
s11604-012-0084-5

Miyazaki Y, Miyajima A, Maeda T,

Yuge K, Hasegawa M, Kosaka T, et al.
Extrapancreatic solid pseudopapillary
tumor: case report and review of the
literature. Int J Clin Oncol 2012; 17:

165-8. doi: https://doi.org/10.1007/s10147-
011-0261-z

Zhu H, Xia D, Wang B, Meng H.
Extrapancreatic solid pseudopapillary
neoplasm: report of a case of primary
retroperitoneal origin and review of the
literature. Oncol Lett 2013; 5: 1501-1054.
doi: https://doi.org/10.3892/01.2013.1242
Pseudopapillary solid cystic tumor arising
from an extrapancreatic site. Arch Pathol
Lab Med 2001; 125: 1368-71. doi: https://
doi.org/10.1043/0003-9985(2001)125&lt;
1368:PSCTAF&gt;2.0.CO;2

Hibi T, Ojima H, Sakamoto Y,

Kosuge T, Shimada K, Sano T, et al.

A solid pseudopapillary tumor arising from
the greater omentum followed by multiple
metastases with increasing malignant
potential. ] Gastroenterol 2006; 41: 276-81.
doi: https://doi.org/10.1007/s00535-005-
1753-2

Kim YT, Kim ST, Lee GK, Choi BI. Papillary
cystic tumor of the liver. A case report with
ultrastructural observation. Cancer 1990; 65:

10.

11.

12.

13.

14.

2740-6. doi: https://doi.org/10.1002/1097-
0142(19900615)65:12<2740::AID-
CNCR2820651223>3.0.CO;2-0

Torn6czky T, Kalmén E, Jaksé P, Méhes G,
Pajor L, Kajtar GG, et al. Solid and papillary
epithelial neoplasm arising in heterotopic
pancreatic tissue of the mesocolon. J Clin
Pathol 2001; 54: 241-5. doi: https://doi.org/
10.1136/jcp.54.3.241

Guo X, LiN, Ren K, Wu L, Ma LI, Wu §,

et al. Extrapancreatic solid pseudopapillary
tumors: a clinicopathological analysis of two
cases. Mol Clin Oncol 2016; 4: 845-50. doi:
https://doi.org/10.3892/mco0.2016.802

Stoll LM, Parvataneni R, Johnson MW,

Gui D, Dorigo O, Sullivan P. Solid
pseudopapillary neoplasm, pancreas type,
presenting as a primary ovarian neoplasm.
Hum Pathol 2012; 43: 1339-43. doi: https://
doi.org/10.1016/j.humpath.2011.12.018
Ishikawa O, Ishiguro S, Ohhigashi H,
Sasaki Y, Yasuda T, Imaoka S, et al. Solid
and papillary neoplasm arising from an
ectopic pancreas in the mesocolon. Am J
Gastroenterol 1990; 85: 597-601.

Walter T, Hommell-Fontaine J, Hervieu V,
Adham M, Poncet G, Dumortier J, et al.
Primary malignant solid pseudopapillary
tumors of the gastroduodenal area. Clin
Res Hepatol Gastroenterol 2011; 35:
227-33. doi: https://doi.org/10.1016/j.clinre.
2011.01.004

Cheuk W, Beavon I, Chui DT, Chan JK.
Extrapancreatic solid pseudopapillary
neoplasm: report of a case of primary
ovarian origin and review of the literature.
Int ] Gynecol Pathol 2011; 30: 539-43. doi:
https://doi.org/10.1097/PGP.
0b013e31821724fb

15.

16.

17.

18.

19.

20.

21.

Yoshikawa et a/

Deshpande V, Oliva E, Young RH. Solid
pseudopapillary neoplasm of the ovary: a
report of 3 primary ovarian tumors
resembling those of the pancreas. Am J
Surg Pathol 2010; 34: 1514-20. doi: https://
doi.org/10.1097/PAS.0b013e3181f133e9
Kl6ppel G, Maurer R, Hofmann E,

Liithold K, Oscarson J, Forsby N,

et al. Solid-cystic (papillary-cystic)

tumours within and outside the pancreas

in men: report of two patients. Virchows
Arch A Pathol Anat Histopathol 1991; 418:
179-83. doi: https://doi.org/10.1007/
BF01600295

Elorza Orte JL, Ruiz Diaz I,

Tubia Landaberea J, San Vicente

Leza M. San Vicente Leza M: solid and
papillary tumor on ectopic pancreas in
transversal mesocolon. Rev Esp Enferm

Dig 1991; 79: 429-31.

Kovari E, Jaray B, Pulay I. Pulay I:

papillary cystic neoplasms in the

ectopic pancreas. Orv Hetil 1996;
137:923-5.

Mortelé KJ, Rocha TC, Streeter JL,

Taylor AJ. Multimodality imaging of
pancreatic and biliary congenital anomalies.
Radiographics 2006; 26: 715-31. doi: https://
doi.org/10.1148/rg.263055164

Kosmahl M, Seada LS, Janig U, Harms D,
Kléppel G. Solid-pseudopapillary tumor of
the pancreas: its origin revisited. Virchows
Arch 2000; 436: 473-80. doi: https://doi.org/
10.1007/s004280050475

Fukunaga M. Bosman FT, Carneiro F,
Hruban RH, Theise ND: WHO classification
of tumours of the digestive system. 4th edn.
Lyon: International agency for research on
cancer (IARC), 2010.

40of4

birpublications.org/bjrcr

BJR Case Rep;2:20170008


https://doi.org/10.2214/AJR.05.0569
https://doi.org/10.2214/AJR.05.0569
https://doi.org/10.1007/s11604-012-0084-5
https://doi.org/10.1007/s11604-012-0084-5
https://doi.org/10.1007/s10147-011-0261-z
https://doi.org/10.1007/s10147-011-0261-z
https://doi.org/10.3892/ol.2013.1242
https://doi.org/10.1043/0003-9985(2001)125&amp;lt;1368:PSCTAF&amp;gt;2.0.CO;2
https://doi.org/10.1043/0003-9985(2001)125&amp;lt;1368:PSCTAF&amp;gt;2.0.CO;2
https://doi.org/10.1043/0003-9985(2001)125&amp;lt;1368:PSCTAF&amp;gt;2.0.CO;2
https://doi.org/10.1007/s00535-005-1753-2
https://doi.org/10.1007/s00535-005-1753-2
https://doi.org/10.1002/1097-0142(19900615)65:12%3C2740::AID-CNCR2820651223%3E3.0.CO;2-0
https://doi.org/10.1002/1097-0142(19900615)65:12%3C2740::AID-CNCR2820651223%3E3.0.CO;2-0
https://doi.org/10.1002/1097-0142(19900615)65:12%3C2740::AID-CNCR2820651223%3E3.0.CO;2-0
https://doi.org/10.1136/jcp.54.3.241
https://doi.org/10.1136/jcp.54.3.241
https://doi.org/10.3892/mco.2016.802
https://doi.org/10.3892/mco.2016.802
https://doi.org/10.1016/j.humpath.2011.12.018
https://doi.org/10.1016/j.humpath.2011.12.018
https://doi.org/10.1016/j.clinre.2011.01.004
https://doi.org/10.1016/j.clinre.2011.01.004
https://doi.org/10.1097/PGP.0b013e31821724fb
https://doi.org/10.1097/PGP.0b013e31821724fb
https://doi.org/10.1097/PGP.0b013e31821724fb
https://doi.org/10.1097/PAS.0b013e3181f133e9
https://doi.org/10.1097/PAS.0b013e3181f133e9
https://doi.org/10.1007/BF01600295
https://doi.org/10.1007/BF01600295
https://doi.org/10.1148/rg.263055164
https://doi.org/10.1148/rg.263055164
https://doi.org/10.1007/s004280050475
https://doi.org/10.1007/s004280050475
http://birpublications.org/bjrcr

