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Abstract

Liver angiosarcoma is a rare primary liver malignancy which origi-
nates from sinusoidal endothelial cells, accounting for approximately
1.8% of primary hepatic malignancy, affecting mostly men in their sixth
or seventh decade of life. In the present report, the case of 77 year
old gentleman who presented with right upper abdominal pain initially
investigated for urinary symptoms by GP found to have incidental liver

lesion on CT KUB which was proven to be low grade angiosarcoma on
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Background

Primary hepatic malignancies are grossly divided into two
groups: epithelial and non-epithelial. Non-epithelial tumors in-
clude hepatic angiosarcoma, rhabdomyosarcoma, lymphoma
and hemangioendothelioma [1]. Liver angiosarcoma is a non-
epithelial mesenchymal tumor which usually presents with
nonspecific symptoms of anemia, abdominal pain, abdominal
distention, fever of unknown origin and weight loss [2,3]. Due
to aggressive nature of these tumors, they usually metastasize
at the time of diagnosis [4]. It can progress and cause fulminant
hepatic failure [5]. There is an association of angiosarcomas
with environmental and occupational exposure to thorium di-
oxide, arsenic, radiation, vinyl chloride [6] and diseases like von
Recklinghausen & hemochromatosis [7].

Case report

This is a case of 77 year old gentleman, presented to emer-
gency department with history of right upper abdominal pain
ongoing for last 6 months not associated with nausea, vomit-
ing, jaundice and weight loss. His past medical history included
COPD, diverticulosis and tuberculous colitis in his twenties. He
worked as a bar man, lived with his family, quit smoking 30 years

biopsy results.

ago and drank alcohol quite often. Patient denied any history of
hepatitis, diabetes mellitus or family history of malignancies. He
was not taking any regular medications and has no known drug
allergies. CT KUB was done 1 week before admission to hospital
that was organized by General Practitioner as part of work up of
Urinary Tract Infection, which showed 1.2 cm simple renal cyst
in upper pole of right kidney and incidental solid liver mass with
surrounding smaller lesions in right lobe of liver.

On physical examination, abdomen was soft, mild tender-
ness noted in right upper quadrant but no viscera palpable.
Percussion elicited pain over the liver area. Cardiovascular and
respiratory examination was normal. Laboratory results showed
in Table 1.

Subsequent workup including CT Abdomen/Pelvis with con-
trast was done which showed large heterogeneous liver mass
involving right lobe of liver with irregular liver contour (Figures
1A-1B). Multiple hypodense smaller lesions of 5-10 mm noted
in both lobes of liver. Primary liver malignancy was suspected
based on radiological images. CT-Thorax and CT brain done as a
part of metastatic workup were normal.
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Figures 1(A-B): Coronal and axial view of contrast CT Abdomen showing large 140 x 95 mm predominate-
ly solid avidly enhancing heterogenous liver mass in the right lobe liver with liver contour irregularity. Y,
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Figures 1 (C-F): C: Low power view of infiltrative vasoformative tumor dissecting between liver cell

plates. D: Partly anatomizing vascular channels within hyleine and myxoid stroma. Neoplastic lining cells
are mildly pleomorphic, of low grade nuclear morphology. E-F: CD34 and factor VIl related antigen (vas-

| cular endothelial markers) highlighting tubular and vasoformative architecture.
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Subsequent liver biopsy results showed a core of liver with
complete effacement of the normal architecture by atypical
vascular lesions with proliferation of vascular spaces lined by
atypical endothelial cells (Figures 1C-1D). Immunostaining for
the vascular endothelial markers including CD34 and Factor VIII
were positive (Figures 1E-1F) plus SMA stain within the stroma
was positive. Tumor was negative for D2-40. These features
were highly suggestive of mesenchymal vascular lesion. Differ-
ential diagnosis included: Epithelioid hemangioendothelioma,
Kaposiform Angiosarcoma and Angiosarcoma.

Case was discussed in Hepatology multidisciplinary meeting
in St Vincent Hospital, Dublin and was sent to histopathologist
in Brigham & Women’s Hospital Boston, USA for another opin-
ion and vascular lesions were confirmed as Angiosarcoma. It
was morphologically low grade and well differentiated.

Outcome and follow-up

Due to aggressive nature of tumor surgical option was not vi-
able and it was recommended by oncologist that chemotherapy
will not give any benefit in long term survival. So all the options
were discussed with patient and he opted for palliative treat-
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Table 1: Results. \\
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wce 10x10°/L
Hemoglobin 12.6 g/dL
Platelet Count 227x10°/L
Alanine Aminotransferase (ALT) 20 U/L
Aspartate Transaminase (AST) 29 U/L
Alkaline Phosphatase (ALP) 153 U/L
v -glutamyl Transpeptidase (GGT) 214 U/L
Albumin 37g/L
Total Bilirubin (TBIL) 6 umol/L
Prothrombin Time (PT 11.0 sec
International Normalized Ratio (INR) 1
Alfa Fetoprotein Normal
Carcinoembryonic Antigen (CEA), Normal
Ca 19-9 Normal
Prostate Specific Antigen (PSA) Normal

ment. Patient was admitted again with confusion and shortness
of breath and hemoptysis. Liver functions were markedly de-
ranged and was found to have pulmonary embolism as cause
of shortness of breath. Patient was treated by palliative team
primarily and he passed away within few days of admission to
hospital due to liver failure.

Discussion

Angiosarcoma is an aggressive malignancy of endothelial
origin which commonly involves head & neck (60%) [8]. Liver
angiosarcoma is more common in males with male to fem ale
ratio 3:1, mostly presents with non-specific symptoms and liver
function derangement especially alkaline phosphatase seen in
advanced stages of disease and thrombocytopenia [9]. Due to
vascular nature of the tumor they can easily rupture and pres-
ents with intrabdominal bleeding and peritoneal metastasis
[10]. Liver angiosarcomas were traditionally linked with occu-
pational exposure to vinyl chloride, arsenic, thorium dioxide
and viral hepatitis but a study in Taiwan found no major role
of these carcinogens found in drinking water with incidence of
hepatic angiosarcomas [11]. The diagnosis of hepatic angiosar-
coma requires imaging studies and liver biopsy as tumor mark-
ers are usually within normal range [12]. Hepatic angiosarco-
mas are positive for vascular antigens including CD31, CD34 and
mesenchymal vimentin [13]. There are few treatment options
available for angiosarcoma including tumor resection and liver
transplantation. Recent study revealed that survival rates are
very poor even after liver transplantation and it is contraindi-
cated for diffuse hepatic angiosarcoma [14]. Rapid progression,
early metastasis, high recurrence rates and resistance to avail-
able chemo-radiotherapy results in poor long term survival in
primary hepatic Angiosarcoma. But palliative chemotherapy
has shown improved survival in some cases [15]. Most patients
die within 6 months of diagnosis [16].

Learning points

e Liver angiosarcoma can present with vague complaints of
abdominal discomfort to nausea and malaise.

e |t is a challenging diagnosis and demands a multidisci-
plinary approach.

e These tumors are aggressive in nature and prognosis is
very poor as in this case survival was only few months.
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