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Abstract
Angiosarcoma is a rare malignant tumour of endothelial origin with a poor prognosis; significantly, patients
with intestinal angiosarcoma who survive over 1 year after diagnosis are extraordinarily rare. This article
describes the case of a 43-year-old patient with HIV infection who presented with abdominal pain of 4 months
duration along with swelling in the right upper part of abdomen which had increased in severity 4 weeks prior
to presentation. After a complicated diagnostic process, the diagnosis of metastatic liver angiosarcoma was
made by history and imaging. We reviewed previous cases of angiosarcoma described in the English literature
to determine their risk factors, diagnosis and treatment, and we found that angiosarcoma is extremely rare,
especially metastatic liver angiosarcoma. To the best of our knowledge, this may be the first case of primary
angiosarcoma of the large intestine with metastasis to the liver reported in the English literature.
Keywords: Large intestine, Primary angiosarcoma, Hepatic metastasis, Hepatectomy.

Introduction diagnose in the early stage. The survival of

Angiosarcomas, which account for only 1 to 2%
of all soft tissue sarcomas, are rare malignant
tumours of endothelial origin * These tumour
occur most commonly in the skin and soft tissue
and less commonly in breast, liver, bone, and
spleen ®. Hepatic angiosarcoma is a very rare
disease, accounting for only 2% of primary liver
malignancy “°®; however, it still ranks as the
third place in the list of most common primary
liver malignancies ©®. Hepatic angiosarcoma
originates from endothelial cells and usually
presents as an abdominal mass with unspecific

symptoms and signs ), making it difficult to

hepatic angiosarcoma is very poor, which is
attributable to its rapid progress, high recurrence
rate, and resistant to traditional chemotherapy and
radiotherapy. Even liver transplantation could not
benefit patients with liver angiosarcoma ®. To
date, the therapeutic guideline for liver
angiosarcoma has not been set up; partial liver
resection to remove tumor radically still remains
to be the cornerstone of treatment options

Here, we report a 43-years-old patient with HIV
infection who presented with abdominal pain of 4
months duration, along with rapidly increasing
swelling right upper part of the abdomen prior to 3

Sapam Opendro Singh et al IMSCR Volume 05 Issue 02 February 2017

Page 17867


http://dx.doi.org/10.18535/jmscr/v3i8.01

weeks before admission and treated by partial
liver resection.

Case Presentation

A 43 years old patient with known HIV infection
complained upper abdominal pain of 4 months
duration which was gradual in onset, associated
with nausea, vomiting and fatigue. Pain was of
dull aching type, with no aggravating factors but
relieved by taking oral analgesics. There was no
associated fever, loose stool, passing of black
coloured stool or vomiting of blood. At the
beginning of pain, he was admitted in our Hospital
at Medicine ward during 29/11/15 — 11/12/15
where he was found to havecomplex cystic lesion
involving segment VI of liver and focal
mesenteric and bowel wall thickening. He was
treated conservatively and his condition was
slightly improved and discharged with stable
condition. He was re-admitted into our hospital
under Surgery Department on 26/2/2016 with
rapidly increasing swelling in right upper part of
the abdomen with pain at the site of lump for
about 1 month associated with weakness and loss
of appetite. On examination, he was an average
well-built body with poor nutritional status and
ECOG performance status of 3. On per abdominal
examination, there was a huge non-tender lump
extending from the right hypochondrium to the
left hypochondrium measuring approximately
24x10 cms, smooth surface, smooth round margin

and firm in consistency. Ascites was also noted.

CT-724 M/43Y
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Figure 1 Computed tomography scan of the
whole abdomen showed evidence of well defined,
large, vessels attenuating enhancing mass lesion
involving both lobes of liver (segments V, VI, Il

&l 1)

The patient was diagnosed to have HIV and HCV
infection and was on ART since 2007. He gave
history of right hemicolectomy on 15/09/2014 due
to angiosarcoma of ascending colon and intestinal
TB (for which he was taking 6 months course of
ATT) with no other documents except HPE of
right hemicolectomy specimen report.

Routine investigations were found within normal
limits. USG guided FNAC of Liver SOL reports
was inconclusive with features suggestive of an
organizing inflammatory lesion. Hepatomegaly
with  multiple liver complex SOL with
Splenomegaly were noted in USG Abdomen. CT
Abdomen was repeated again where it showed
multiple complex SOL liver involving segmentsl|,
Il and VI.

Under the impression of liver tumor, highly
suspected as metastatic angiosarcoma based on
the past history of intestinal angiosarcoma and
findings in abdominal CT of the patient,
laparotomy was performed. Left lobe of liver with
huge pocket like tumor measuring approximately
24x20x10 cms, right lobe of liver containing 2
pockets of tumor size approximately 5x3x2cms &
4x3x2cms respectively and anterior surface of
stomach densely adhered to the left lobe of liver,
were noted. Left hepatectomy with non-
anatomical resection of posterior part of right lobe
of liver along with partial gastrectomy were done.
4 units of packed red cells and 4 units of fresh
frozen plasma were transfused intraoperatively
due to huge amount of blood loss.

The multiple sections studied show liver tissue
with a malignant tumor composed of spindle cells
arranged in  sheets, short fascicles and
predominantly in loosely scattered singles in a
myxoid stromal background. Individual tumor
cells have moderate amount of cytoplasm and
highly pleomorphic vesicular nuclei. Good
number of cells displaysphagocytosed erythroc-
ytes. Numerous multinucleated tumor giant cells
with bizarre grotesque nuclei are seen. Many areas
show large dilated hemorrhagic areas resembling
peliosishepatis like areas. Also seen are numerous
blood vessels lined by plumped endothelium.
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Kaposiform-like areas displaying extravasated
RBC'’s are seen. Extensive areas of haemorrhage,
necrosis and infarction are identified. Features are
of metastatic angiosarcoma.

Figure 2 Microscopic examination showed a
malignant tumor composed of spindle shaped cells
arranged in sheets (haemotoxylin and eosin stain;
X 400)

The early post-operative period was uneventful.
Abdominal drain was removed on 5" post-
operative day. Patient complained of passing of
black coloured stool and haemoglobin was found
to be low for which 2 units of packed red cells
was transfused subsequently. He was put on oral
feeding from POD 7, developed wound
dehiscence since POD 9. Abdominal stitches was
removed on POD 23 and discharged with
satisfactory condition on POD 27.

Discussion

Angiosarcoma, a subtype of soft tissue sarcoma,
an aggressive malignant disease deriving from
endothelial-type cells of lymphatics or blood
vessels, is characterized by aggressively prolifera-
ting and widely distributed tumour cells. ©°
Angiosarcoma occurs most commonly in head and
neck, followed by breast. Liver angiosarcoma,
occurs mainly in elders, is ranked as fifth in the
list of most common seen sites of angiosarcoma
and is very rare.*® Young and colleagues
reviewed angiosarcoma with a focus on clinical
trials and outlined its risk factors. According to
these authors, the risk factors for angiosarcoma
were varied and are listed in Figure.(2)

Risk factors for

ngiosacoma

[\

Gl Radiation Exogenous Familial

Bt e foxins syndromes

syndrome) / \

/ iyl chloride «Neurofibromatosis NF-
+ Postsurgery o radiodherapy  Thorium dixide *Mutated BRCAL or BRCA2
+Milroy's syndrome f— *Maffucci syndrome
+ Other types of chronic lymphoedema + Anaholic steoids * Klippel-Trenaunay syndrome
+ Foreign bodies

Majority of patients have symptoms and signs
mimicking chronic liver disease. ¥ Although the
symptoms are usually nonspecific, abdominal
distension and discomfort/ pain, weakness,
fatigue, and weight loss are the most prominent
clinical symptoms. Hepatosplenomegaly, ascites,
jaundice, and anemia are the most common
clinical signs and these are frequently associated
with advanced liver angiosarcoma. **'® The
spontaneous rupture of hepatic angiosarcoma
(HA) with intraperitoneal hemorrhage has been
reported in 15-27% of patients. %

The diagnosis of HA is difficult, particularly if the
patient does not present a history of exposure to
carcinogens, since HA is not characterized by any
specific tumour marker ®. Morphologically, HA
may appear as multiple nodules, dominant masses,
or a diffusely infiltrating lesion, and its appear-
ance may vary slightly in computed tomography
(CT) and MRI. ® Follow-up imaging studies
should be performed, and a diagnosis of
angiosarcoma should be suspected if there is rapid
enlargement. ®>*® pathological diagnosis is very
necessary. Epithelioid haemangioendothelioma
(HEH), a rare, usually low-grade malignant tumor,
should be considered for differential diagnosis of
HA. Elongated or round tumoural endothelial cells
exhibit severe nuclear atypia and frequent mitoses,
and grow along dilated sinusoids, separated by
surviving atrophic or hyperplastic hepatocytes.
(1920) The combination of CD31 and factor VIII-
related antigen was the most sensitive, with 90%
of cases expressing one of the two markers. Y
Pathological and immunohistochemical examinat-
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ions can contribute to the definitive diagnosis of
angiosarcoma. ® Liver biopsy is thought to be
nondiagnostic and treacherous. Failure to make
diagnosis and complications like bleeding or
subcapsular hematoma may occur. & Therefore,
nonsurgical biopsy is generally avoided, and open
liver biopsies or laparoscopy will be more
accurate and safe.

There are various treatment regimens for patients
with HA. However, due to the high recurrence
rate and poor post-transplant survival rate of
patients, liver transplantation is no longer prov-
ided. According to European Liver Transplant
Registry experience, HA is an absolute contraindi-
cation to liver transplant; the median overall
survival of 22 patients who underwent liver
transplant is 6 months, five (23%) patients died of
infectious complications and 17 (77%) patients
died of tumour recurrence. ®? Kim et al @
reported that a combination of chemotherapy
resulted in an improved outcome for 2 out of 4
patients, suggesting the potential usefulness of
palliative chemotherapy to improve the survival
rate of patients

Currently, the best treatment option for HA is
partial surgical resection of the liver to remove the
tumor. ®*?® Zhou et al ®” reported that out of 6
patients with HA with solitary masses, 3 patients
underwent right hepatectomy (2 patients survived
for >1 year; 1 patient succumbed to disease
perioperatively), 1 patient underwent extended
right hepatectomy (survived for 6 months) and 2
patients underwent left hepatectomy (1 patient
survived for 10 months; 1 patient was alive
without  recurrence 29  months later).
Unfortunately, HA is often diagnosed unexpec-
tedly after surgical procedures that do not meet
oncological treatment standards. ¢®

However, most HA cases are discovered at an
advanced stage actually, and less than 20% of the
patients receive surgery. “® Emergent TAE is
used for deadly intra-abdominal bleeding. TACE
is a palliative treatment for unresectable HA
patients. ™ Park et al. used emulsion of iodized
oil and cisplatin treating four HA patients, and the

survival time was 2, 5 8, and 12 months,
respectively. ®® Huang et al. reported a patient
receiving hepatic arterial infusion chemotherapy
after TAE survived for 24 months. %

Conclusion

The findings of this case report are of extreme
significance. To our knowledge, this may be the
first report of primary angiosarcoma of the large
intestine with metastasis to the liver, particularly
in patient with HIV infection. One should focus
on similar cases in the future to ensure early
diagnosis and proper treatment.
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