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CASE REPORT

Huge retroperitoneal dedifferentiated liposarcoma
presented as acute pancreatitis : Report of a case
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Abstract : A 74-year-old male with abdominal pain was admitted to the emergency room
in our hospital. The high value of serum amylase was shown in his blood test. The post-
contrast computed tomography (CT) showed the huge retroperitoneal tumor with a thin-
walled mass occupying most of the part of the right retroperitoneal space. The tumor
spread into the soft tissues around the pancreas ; as a result, the duodenum was com-
pressed and the pancreas was displaced to the right side. The irregular pancreatic out-
line, obliterated peripancreatic fatty tissue and fluid in the left anterior pararenal space
were revealed, so acute pancreatitis was diagnosed. The diagnostic biopsy of retroperi-
toneal tumor was done, and the pathological findings of retroperitoneal mass revealed
dedifferentiated liposarcoma. The medical treatment against acute pancreatitis was per-
formed firstly. After the patient recovered from that, the surgical resection of the tumor
with the right kidney and right adrenal gland was completed successfully. The patient
remained well, without any evidence of recurrence three months after surgery. How-
ever, the histology showed dedifferentiated liposarcoma ; therefore, postoperative regu-
lar examination is necessary. J. Med. Invest. 60 : 164-168, February, 2013
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INTRODUCTION

Retroperitoneal liposarcoma was a rare tumor
which represents 10 to 15% of all soft-tissue sarco-
mas, and the annual incidences are estimated at 2.5
per million population and accounts for approxi-
mately 20 percent of all retroperitoneal sarcomas
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(1). No specific etiological association has been iden-
tified. This tumor usually originated from the peri-
toneal fatty tissues, occupied abdominal space and
showed a typical appearance on a computed to-
mography (CT) or magnetic resonance image
(MRI) (2). Most common symptom of retroperito-
neal liposarcoma is abdominal distention. Patients
with this tumor notice gradual abdominal enlarge-
ment over many years. This report presents an ex-
tremely rare case of the man with huge retroperito-
neal dedifferentiated liposarcoma and development
of acute pancreatitis.
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CASE REPORT

A 74-year-old male, with no significant medical
or social history, was referred to our hospital for
urgent abdominal pain and severe abdominal dis-
tention. Laboratory studies at referral included leu-
kocytes count 119,00 /mm?®, hemoglobin 13.7 g/dl,
platelet count 37.8x10° /mm?, albumin 4.2 g/dl, to-
tal bilirubin (T-BIl) 0.4 mg/dl, aspartate trans-
aminase (AST) 41 IU/I, alanine transaminase (ALT)
16 1U/1, y-glutamyl transpeptidase (y-GTP) 57 IU/
1, alkaline phosphatase (ALP) 292 U/1, amylase 898
IU/1, negative Hepatitis B surface and envelope
antigens, and negative hepatitis C antibody, carci-
noembryonic antigen (CEA) 1.4 ng/ml, carbohy-
drate antigen 19-9 (CA19-9) 29.8 U/ml, and neuron-
specific enolase (NSE) 5.4 ng/ml. The CT showed
a huge right sided retroperitoneal heterogeneous
mass which was composed of a large part of the

radiolucent fatty component and several dense solid
components enhanced with intravenous contrast
containing central part without enhancement (Fig
1a). Axial T1-weighted MRI also demonstrated fatty
component with high intensity signal and several
solid components which contained solid part (Fig
1b). The tumor spread into the soft tissues around
the pancreas. The irregular pancreatic outline and
obliterated peripancreatic fatty tissue were revealed
(Fig 1¢). The duodenum was compressed and the
pancreas was displaced to the right side. The fluid
in the left anterior pararenal space was shown (Fig
1d), so acute pancreatitis which was graded as
Grade 3 according to the Japanese guidelines for
acute pancreatitis was diagnosed (3). The right side
kidney and adrenal gland were also rotated and
displaced upward and forward with normal patent
renal vessels and without pelviureteric obstruction
significantly.

Fig 1a-d. Finding of imaging modalities. a Enhanced computed tomography (CT) showed radiolucent fatty component (star) and
several dense solid components enhanced with intravenous contrast containing central no enhancing part (asterisk). b Axial T1-
weighted magnetic resonance image demonstrated fatty component (star) with high intensity signal and several solid components
which contained dedifferentiated part (asterisk). ¢ Enhanced CT showed a huge tumor lesion, occupying right abdominal space
(dotted line), the irregular pancreatic outline, obliterated peripancreatic fatty tissue (arrow). d Enhanced CT showed the duodenum
was compressed by tumor (unfilled arrow) and the fluid in the left anterior pararenal space (arrow).
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The diagnostic biopsy guided with ultrasonogra-
phy of retroperitoneal tumor was done, and the
pathological findings of retroperitoneal mass re-
vealed high grade round cell sarcoma. The result
of the immunohistochemical staining was compat-
ible for liposarcoma ; vimentin (+), desimin (+),
CAM5.2 (), EMA (-), LCA (-), L26 (-), UCHL-1
(-), S100 (-), CD99 (-), HHF35 (-), SMA (+) and
myoglobin (-).

The medical treatment against acute pancreati-
tis was done firstly with antibiotics and the inhibi-
tor for pancreatic enzyme. After the patient recov-
ered from that, the surgical resection of the tumor
with the right kidney and the right adrenal ground
through a full-length right pararectal incision with
subcostal arch incision was done successfully en
bloc. In the operative findings, the huge retroperi-
toneal tumor displaced the right colon anteriorly
and medially and compressed the duodenum. The
tumor extended along the peripancreatic space. The
mass measured twenty by thirty-four centimeters
and 4.3 kilograms. This tumor contained soft yellow
fat-like part and firm whitish part (Fig 2). Micro-
scopically, the tumor was composed of bizarre cells
(Fig 3a). The tumor cells were positive for vimentin
staining (Fig 3b) desmin staining (Fig 3c) and
alpha smooth muscle actin staining (Fig 3d). The
postoperative pathological diagnosis showed dedif-
ferentiated liposarcoma. The postoperative course
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Fig. 2. Macroscopic findings of the tumor. The mass meas-
ured twenty by thirty-four centimeters and 4.3 kilograms. Cut
surface of the tumor, showing soft yellow fat-like part and firm
whitish part.

was uneventful, and the patient was discharged
thirty-one days later. The patient remained well,
without any evidence of recurrence three months
after surgery. However, the histology showed de-
differentiated liposarcoma ; therefore, postoperative
regular examination is necessary.

Fig. 3. Microscopic findings of the tumor. Tumor is composed of bizarre cells with mitosis in the nucleus (a, H&E, x200). The
vimentin, desmin and alpha smooth muscle actin stainings were positive in the tumor, suggesting smooth muscle origin. (b :

vimentin, ¢ : desmin, d : alpha smooth muscle actin, x200).
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DISCUSSION

Liposarcoma is one of the most common soft tis-
sue sarcoma. Tumors are currently classified into
three groups : well differentiated liposarcoma with
or without dedifferentiation, myxoid and round cell/
cellular myxoid liposarcoma, and pleomorphic
liposarcoma. Dedifferentiated liposarcoma is origi-
nally defined as the existence of a high-grade, non-
lipogenic sarcoma (4).

In liposarcoma, high-grade tumors (dedifferenti-
ated liposarcoma) are significantly associated with
an increased risk of local recurrence (2, 4-6). Che-
motherapy and radiotherapy have not been recom-
mended because of little evidence. So the surgical
resection is the only effective treatment option. The
rate of complete resection for primary tumor is 80%
(5). Resection of adjacent structure is required in
57% to 77% of cases to achieve complete resection
of the tumor (2, 5). Even the palliative resection is
worthwhile to treat troublesome symptoms of re-
currence (2). Distant metastases are uncommon,
occurring in 5% of cases, while most patients die of
local tumor. The negative margins of surgical re-
section are associated with overall survival and dis-
ease free survival, while the roles of adjuvant che-
motherapy remain controversial (2, 4-6).

The imaging appearance is frequently sufficiently
characteristics to allow specific diagnosis in retrop-
eritoneal liposarcoma (1, 4). However, patients with
retroperitoneal liposarcoma reveals very slow pro-
gressive abdominal distention, so some gastroin-
testinal or genitourinary symptoms are rare. The
clinical presentation is nonspecific and often absent
until last stage of evolution. Even the diameter of
tumor is more than 20 cm, only 34% of patients
with dedifferentiated liposarcoma and 18% of patients
with well differentiated liposarcoma experienced
pain (7). The poor prognosis of retroperitoneal
liposarcoma is explained by their volume and the
proximity to large blood vessels and renal tractus,
which leads to incomplete resection. Therefore,
early detection is necessary for curative surgical
resection (2).

The current case revealed severe abdominal pain
as a manifestation of acute pancreatitis. The huge
tumor might lead to an obstruction of the ampulla
and acute pancreatitis. The similar situation has
been reported due to the other causes such as duo-
denal web, annular pancreas and duodenal cancer.
Annular pancreas is also a rare congenital anomaly
due to an embryologic migration fault (8). Duodenal

webs are rare clinical entity, they are a well-recog-
nized developmental anatomy causing duodenal
obstruction in infants, necessitating surgical inter-
vention in order to restore gastrointestinal patency
).

We were unable to find a similar case in the lit-
erature in “PubMed” using “pancreatitis” and
“retroperitoneal liposarcoma” as key words. So this
was the first case that acute pancreatitis appeared
due to the massive growth and invasion of retrop-
eritoneal liposarcoma.
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