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Primary Angiosarcoma of Small Intestine Presenting
With Intestinal Perforation: A Case Report

Ebru Zembheri?, Pinar Engin®, Seyma Ozkanli* ¢, Ibrahim Ali Ozemir®

Abstract

Primary angiosarcomas are rare high-grade vascular tumors that
mostly have poor prognosis. Angiosarcoma can resemble a gastro-
intestinal stromal tumor, leiomyosarcoma, a metastatic melanoma,
a lymphoma, a poorly differentiated carcinoma, neuroendocrine
tumor, or mesothelioma. On the other hand, the pathogenesis of an
intestinal angiosarcoma is not clear and many etiologic factors have
been suggested. In this report, we reviewed the English-written lit-
erature about primary intestinal angiosarcomas and analyzed a case
of 78-year-old female patient with intestinal angiosarcoma present-
ing with intestinal perforation and acute abdomen.
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Introduction

Primary gastrointestinal angiosarcomas are very rare and an-
giosarcoma of small intestine is even rarer, with poor prog-
nosis [1]. Angiosarcomas which account for only 1% to 2%
of all soft tissue sarcomas are rare malignant tumors of en-
dothelial origin [2]. These tumors have predilection for skin
and superficial soft tissue, breast, bone, liver; they are rarely
seen in deep soft tissue [3]. They are associated with chronic
lymphedema, previous radiotherapy, and arteriovenous fistu-
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las in renal transplant patients [1, 4]. In our case report, we
present a 78-year-old woman presented with acute abdomen
and intestinal perforation.

Case Report

A 78-year-old woman with a known history of congestive
heart failure, hypertension, and by-pass surgery was re-
ferred to our hospital’s emergency service with abdominal
pain, nausea, vomiting, and constipation that continued for 2
days. She had pain in upper quadrant. On physical examina-
tion, there was tenderness in whole abdomen with rebound
and guarding on the left side. There was no hepatomegaly
or splenomegaly. Laboratory tests were performed; they
showed leukocytosis, WBC: 11.8 x 103/uL (4.0 - 10.0) with
neutrophilic predominance (89%), there was also anemia,
RBC: 2.8 x 10'2, Hb: 7.3g/dL (11.5 - 16), Hct: 22.4 (37-
47%), thrombocytes were slightly higher than normal (541;
N: 150 - 500). CRP was also higher than normal (38.4, N:
0 - 0.5). CT scans of abdomen revealed dilatation in intesti-
nal loops (Fig. 1) and effusion in the abdomen (Fig. 2). She
underwent a surgery due to acute abdomen.

Figure 1. Axial sectional computed tomographic image
shows dilated intestinal loops (arrow).
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Figure 2. Cross sectional computed tomographic image
shows a collection of free fluid in abdomen (arrow).

At laparotomy, 1,000 mL seropurulent fluid was seen
and aspirated; 90 cm distal to Treitz Ligament, a small per-
foration was detected at the serosal surface of jejunum. No
other pathology was seen during laparotomy. A segment of
10 cm of small intestine and local mesentery of small in-
testine were resected. On macroscopic examination, serosa
was covered with fibrinous material in one region, perfora-
tion was not seen grossly. Mucosal surface was edematous
at most parts and hyperemic in the region where the serosal
surface was covered with fibrinous material. On cut surface,
there was a small white-tan colored nodule of 2 cm diameter
that localized beneath the mucosa and extending to serosa.

On microscopic examination, tumoral nodules beneath
the mucosa and serosa were seen (Fig. 3). Tumor cells were
highly pleomorphic, epithelioid; arranged in solid aggre-
gates, seemed to be related with large vessels (Fig. 4). The
nuclei were prominent in most cells. Immunohistochemistry
revealed tumor cells were diffusely positive for CD 31 (Fig.
5) and vimentin, focally positive for CD 34. They were nega-
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Figure 4. Tumor is composed of interlacing delicate vascular
channels, solid sheets of spindle and undifferentiated cells,
and erythrocytes (hematoxylin-eosin).

tive for cytokeratin and HMBE-45, S-100.

Discussion

The three most frequent malignancies in the small intestine
are neuroendocrine tumors, adenocarcinomas, and leiomyo-
sarcomas [5]. Primary angiosarcomas of the small intes-
tine are rare high grade vascular neoplasms [2]. Diagnosis
is challenging due to non-specific clinical, radiological and
histopathological findings [2].

The clinical findings of intestinal angiosarcoma are non-
specific. Symptoms include abdominal pain, nausea, vomit-
ing, intestinal obstruction, anemia, gastrointestinal bleeding
[3, 6].

The pathogenesis of intestinal angiosarcoma is unclear;
several etiologic factors have been suggested such as previ-
ous radiation, chronic lymphedema, exogenous toxins like
thorotrast, vinyl chloride and arsenic, long-term peritoneal
dialysis, intra-abdominal foreign body, visceral metastasis
from Kaposi’s sarcoma and familial syndromes such as neu-
rofibromatosis Type 1, mutated BRCA1 and BRCA2, Ma-
fucci syndrome and Klippel-Trenaunay syndrome [1, 3, 4].

Figure 3. Tumoral foci beneath the mucosa and serosa (ar-
row) (hematoxylin-eosin).
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Figure 5. The tumor cells show strong positive staining with
the endothelial marker, CD31 (Anti CD 31, x 20).
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In the case report and review of the literature about pri-
mary angiosarcoma of the small intestine made by Qingg-
iang et al, they reported that 27 articles were found about
angiosarcomas and only 21 of them were primary small in-
testinal angiosarcoma cases [1].

Magnetic resonance imaging (MRI), computerized to-
mography (CT), abdominal x-rays and ultrasound can be
used for diagnosis but all of them have limited diagnostic
utility [2, 7]. Conventional endoscopy is useful for tumors
located in the stomach, duodenum and colon but not for je-
junum and ileum. Although capsule endoscopy and barium
can be used, they have limited diagnostic success [8]. Ex-
ploratory laparotomy is required for definitive diagnosis [3].

Our case report is intestinal angiosarcoma presenting
with intestinal perforation and acute abdomen. Our patient
had no history of etiologic factors. She had abdominal pain,
nausea, vomiting, and constipation for two days. CT showed
dilatation in intestinal loops and effusion in the abdomen.
She underwent a surgery due to acute abdomen.

Angiosarcoma may be similar to a gastrointestinal
stromal tumor, leiomyosarcoma, a metastatic melanoma,
a lymphoma, a poorly differentiated carcinoma, neuroen-
docrine tumor, Crohnsdisease, mesothelioma [1, 2, 5, 9].
Microscopically anastomosing, delicate vascular channels
lined by atypical endothelial cells mixed with solid sheets
of spindled, epithelioid or undifferentiated cells are seen [2].
Cystic degeneration, cellular necrosis may be found [2]. Im-
munohistologically, intestinal angiosarcomas are positive for
endothelial markers as CD31, CD34, von Willebrand factor,
and vascular endothelial growth factor and negative for epi-
thelial, neuronal and melanocytic markers as Keratins, S-100
and HMBE-45 [1, 2].

Conclusion

Angiosarcomas are rare tumors with poor prognosis; pri-
mary angiosarcomas of small intestine are even rarer with
challenging clinical symptoms and diagnosis. They should
be kept in mind that in differential diagnosis in cases present-
ing with intestinal perforation and acute abdomen especially
if the patient is elderly and has anemia. A panel of immuno-
histochemical studies must be done to exclude other tumors
and tumor-like lesions.
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