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Case Report

Malignant Hemangiopericytoma of the Sigmoid
Mesocolon Presenting as Acute Abdomen:
Case Report and Review of the Literature

Chuang-Wei Chen'?

Chung-Tai Yue®

Tzung-Ju Lu'

Koung-Hong Hsiao'

"Division of Colon and Rectal Surgery,
Department of Surgery,

3Department of Pathology, Taipei Tzu Chi
Hospital, Buddhist Tzu Chi Medical
Foundation, New Taipei City, Taiwan

Key Words
Hemangiopericytoma;
Mesentery;

Sigmoid colon

Hemangiopericytoma is a rare solitary vascular tumor originating in the
pericytes surrounding capillaries. It arises extremely rare in the abdomen,
especially the mesocolon. There were only three cases reported in the lit-
eratures. Experience of treatment with this tumor is limited due to their
rare occurrence and various malignant potential. We report the case of a
75-year-old female who the acute abdomen was caused by the malignant
hemangiopericytoma of the sigmoid mesentery. She underwent surgical
excision and adjuvant radiotherapy. Postoperative follow-up of 3-year du-
ration revealed no recurrence.

[J Soc Colon Rectal Surgeon (Taiwan) 2018;29:72-76]

Hemangiopericytoma is an unusual solitary vas-
cular tumor arising from the pericytes surround-
ing capillaries. Pericytes are rudimentary cells that
have contractile properties and regulate blood flow
through capillaries.' Hemangiopericytoma appears
most commonly as a painless slow-growing mass aris-
ing from the soft tissue of lower extremities.” It arises
extremely rare in the abdomen, with only a few cases
reported to arise in greater omentum, colon, and me-
sentery.””’ The prognosis is uncertain due to its limited
occurrence and various malignant potential. However,
it had been recognized the ability for local recurrence
and distant metastasis.” Here we report a patient with
hemangiopericytoma originating in the sigmoid me-
socolon managed by surgical excision and adjuvant
radiotherapy.

Case Report

A 75-year-old female presented to our gyneco-
logic section with progressive lower abdominal pain
with a 3 days’ duration. She reported no change in
bowel habit, bloody stool, or weight loss. She had no
systemic diseases. Two years ago, she was discovered
a pelvic mass after the investigation for her occasional
abdominal pain. At that time, computed tomography
(CT) was performed and showed a low density soft
tissue mass (5.2 x 4.0 x 3.3 cm®) over the posterior as-
pect of lower pelvic region without contrast enhance-
ment, which ovarian tumor was considered (Fig. 1).
But she refused surgery and loss follow-up. On this
admission, her vital signs were stable with a body
temperature of 37.0 °C. Physical examination revealed
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local tenderness over left lower abdomen with muscle
guarding. Laboratory data showed only normocytic
anemia (hemoglobin value of 11.6 g/dL) and plain
films were unremarkable. Abdominal ultrasound showed
a large heterogeneous pelvic mass just near the uterus.
She underwent a non-elective laparotomy due to the
development of rebounding tenderness of the abdomen.

At operation, a reddish brown solid tumor about
12 x 12 x 10 cm?® in size was located at sigmoid me-
socolon. The tumor had focal areas of hemorrhage and
necrosis. It was very close to the colon wall and did
not involve the loops of the bowel and other pelvic or-
gans. There was no ascites or metastatic lesions. The
coloproctologist was consulted during the operation
and the Hartmann’s procedure was performed under
an unprepared colon. Microscopically, the sections
showed pictures of anasplastic oval to spindle tumor
cells. Some of the vessels were branching and exhibit
a characteristic “staghorn” configuration. Focal area
displayed fibrosis and hyalinization. The anaplastic
cells had prominent mitotic activity, and marked hy-
percellularity. The immunohistochemical stains of the
tumor cells showed positive staining for CD34 and
Vimentin, and negative for actin, S-100, cytokeratin,
desmin, CD10, and c-kit (Fig. 2A-E). These findings
confirmed the diagnosis of a hemangiopericytoma ari-
sing from the sigmoid mesentery. The postoperative
course was uneventful. Due to the aggressive malig-

Fig. 1. Computed tomography (two years previously) showed
a low density soft tissue mass (5.2 x 4.0 x 3.3 cm’)
over the lower pelvic region without contrast en-
hancement (arrow).

nant behavior in histopathologic findings, she was
suggested to receive subsequent radiotherapy of the
pelvis. The patient underwent the reversal operation
for the restoration of intestinal continuity 4 months
later. There was no evidence of recurrence or metasta-
sis by imaging studies for 3 years following the initial
operation.

Discussion

Hemangiopericytomas are rare solitary vascular tu-
mors representing less than 1% of vascular neoplasms.?
They usually affect the third to sixth decade of adults
with an equal distribution in male and female.> Lower
extremities, retroperitoneum, pelvic fossa, head, neck,
and chest are common sites of its occurrence.” In the re-
view of English literature, only three cases of hemangio-
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Fig. 2. (A) Anaplastic oval to short spindle tumor cells
with high cellularity, abnormal mitoses, and focal
area of hyalinization (hematoxylin and eosin, x
400). (B) Focal area display necrosis (hematoxylin
and eosin, x 100). (C) Some of the vessels are
branching and exhibit a characteristic “staghorn”
configuration (hematoxylin and eosin, x 200). (D &
E) Immunohistochemical stain for tumor cells showed
positive reaction with CD34 and vimentin (x 400).
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pericytoma arising from sigmoid mesentery had been re-
ported.”” Those three patients were all asymptomatic
and were found the tumor incidentally for unrelated con-
ditions. They received only surgical excision and the
histopathologic results were all without evidence of mi-
totic figures. There was no recurrence occurred during
the period of follow-up in these three patients.

Imaging findings are non-specific and there are no
serum tumor markers indicating the presence of he-
mangiopericytoma. These cause an accurate preoper-
ative diagnosis difficulty. Frozen section biopsies can
not make definite diagnosis because the need for fur-
ther immunohistochemical stains.

The diagnosis of hemangiopericytoma is mainly
based on the results of histological features and im-
munohistochemical stains. Macroscopically, heman-
giopericytoma is a well circumscribed or thinly en-
capsulated tumor. It is often fragile covered by a vari-
able number of enlarged vessels that easily causing
hemorrhage and making surgery difficult.>’ Micro-
scopically, it is characterized by anaplastic oval to short
spindle tumor cells around thin walled, endothelial
lined vascular channels. Focal area display fibrosis
and hyalinization. Some of the vessels exhibit a char-
acteristic “staghorn” configuration.” These anaplastic
cells may have mitotic activity, necrosis, hemorrhage
and marked hypercellularity. Immunohistochemical
(IHC) stains are useful for an accurate diagnosis.
Hemangiopericytomas showed positive staining for
CD34 and Vimentin, and negative for actin, S-100,
cytokeratin, desmin, CD10, and c-kit.>” The results of
IHC stains of our presenting case showed positive to
CD34 and vimentin, which indicates its vascular and
mesenchymal origin, and negative to other markers
including c-kit (CD117), cytokeratin, desmin, S-100
and CD10, which can exclude muscular or epithelial
origin of the tumor such as gastrointestinal stromal tu-
mor (GIST), melanoma or carcinoma. The main dif-
ferential diagnosis of hemangiopericytoma is heman-
gioendothelioma. However, the unique “staghorn”
configuration of some of the vessels in histological
features is the only characteristic of hemangioperi-
cytoma, and can exclude the differential diagnosis of
hemangioendothelioma.

Hemangiopericytomas are classified as benign or

malignant. It is important to evaluate the malignant po-
tential of the tumor which is related to the recurrence or
metastasis after resection. Tumor size more than 5 cm,
a high mitotic activity with more than four mitoses per
ten high power fields, hypercellularity, and hemor-
rhage and necrosis within the tumor are all possible
prognostic indices to predict a malignant hemangio-
pericytoma.® The liver, lung, and peritoneum are com-
mon sites of recurrence.® Surgical excision is the main-
stay of treatment for a disease-free survival.’ Radio-
therapy had been reported to be beneficial for those ag-
gressive tumors or for those unresectable hemangio-
pericytoma as well as recurrence.'® The effect of che-
motherapy for this tumor has not been established.’

This case represents a case of hemangiopericy-
toma arising from sigmoid mesocolon with aggressive
malignant behavior in histopathologic features as well
as a clinical presentation of acute abdomen which had
never been described in the literature. She underwent
surgical excision followed by adjuvant radiotherapy.
Postoperative follow-up of 3-year duration revealed
no recurrence. Due to an uncertain prognosis, a long
term follow-up is necessary because disease relapse
may occur after long periods of time.?
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