


8 4
398 9wl 3 MeuaznunIwasindsundlng

Case 3

This 28 year old female was referred
to Chulalongkorn Hospital because of slight
abdominal discomfort with mild hepatomegaly. The
liver function tests were as the follows:total bilirubin
0.51 mg/dl, direct bilirubin 0.25 mg/dl, SGOT 89
1.U.,SGPT 124 1.U. Alkaline phosphatase 571 I.U.
Serum albumin was 4 g/dl, globulin 4.5 g/dl.
Prothrombin time was normal. Serum HBsAg was
Anti HCV-
negative, Anti HIV-negative. A CT liverscanshowed

negative. Anti HBcIgM-negative,

diffuse inhomogeneous hypodensity with minimal

s

Figure 7.

(case 3). Showing malignant cells
infiltrating the hepatic sinusoids.
(H & E x 100)

Figure 9. (case 3). Angiosarcoma cells showing
strong reactivity with antibody to factor
VIlI-related antigen. (arrows).

(Immunoperoxidase stain x 400)

Chula Med J

subcapsular collection. A liver biopsy was

performed.

Pathology

Microscopically, the noncirrhotic liver was
diffusely infiltrated by dark-stained atypical cells
lining the sinusoids (Fig. 7, 8). Immunoperoxidase
staining was positve for factor VIII related antigen
(Fig. 9). Electron microscopy also showed Weibel-
Palade bodies as a marker for the endothelial cell
origin of the tumor cells (Fig.10).The pathologic

diagnosis was angiosarcoma involving the liver. The

patient was lost to follow-up.

Figure 8. (case 3). Higher magnification of malig-

nant cells in the hepatic sinusoids.
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Figure 10. (cases 3). Showing two Weibel-Palade

Bodies (Arrows). (Transmissionelectron

micrograph x 15,000)
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Discussion

Angiosarcoma of the internal organs is very
rare in Thailand. From our review of the Thai
literature we found 1 case reported involving the
spleen® and one other case involving the kidney®
(Table 1). Including our 3 cases, there were 4 females
and 1 male. The most common presenting
manifestation was abdominal distension associated
with discomfort and pain for sometime. The
prognosis of angiosarcoma involving the liver is
usually worse than other organs such as the spleen or
kidney. Angiosarcoma is characterized by forma-
tion of freely anastomosing vascular channels.

Histologically well differentiated angiosarcoma is

similar to peliosis hepatis or other benign vascular

Table 1. Reported angiosarcoma in Thailand.
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lesions®such as hemangioma or hemangioen-
dothelioma. Poorly differentiated angiosacoma, on
the other hand, must be differentiated from other
pleomorphic sarcomaand metastatic epithelial lesions.
Immunohistochemically, factor VIII-related antigen
is usually reactive in differentiated cases (6) and
often negative in undifferentiated angiosarcoma.
Angiosarcoma is most often seen in adults.
The peak age is in the sixth and seventh decades of
life, with a male to female ratio of 3:1. But cases
reported in children have also been recorded. In our
3 cases, all were females with relatively younger ages
(2 months, 53 years, 28 years). The modes of
presentation are hepatomegaly, ascites, abdominal

pain, vomiting and fever.®

Case No Authors Age(yrs) Sex  Metastases Treatment Outcome
1 &y finenanadan 43 M  None Splenetomy  unknown
2y unana 21 F one Nephrectomy unknown

'gﬁ’n@ﬂf Winamuur

3 Pongseperra et al 2/12 F Bone-marrow Supportive Died
Spleen 6 days
lymph nodes
adrenals

4 Pongsepeera et al 53 F Bone-marrow Supportive Died
lymph nodes 10 days

5 Pongsepeera et al 28 F None unknown unknown

(present cases)
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Laboratory findings include anemia and
leucocytosis which were seen in our first 2 cases. The
majority of patients with angiosarcoma die less than
6 months after diagnosis, usually fromliver failure.”1®
QOur first 2 patients died in 6 and 10 days after
diagnosis.

Gross pathology of our first 2 patients show
solid tumors with ill-defined hemorrhagic foci.

The predisposing risk factors in the
development of angiosarcoma have been related to
pigmented cirrhosis (hemochromatosis),"" vinyl
chloride,'%!Vthorotrast,">'¥ and arsenic. %
Angiosarcoma of the liver may be associated with
hepatocellular carcinoma and/or cholangiocar-
cinoma.®®In the United States,from reports of 1964
through 1974,the majority of angiosarcoma was of
unknown cause.?'” Qur 3 cases also fall into this

unknown category.

Summary

Three cases of hepatic angiosarcoma, the
first reported cases in Thailand,were presented. All
were females aged 2 months, 53 years and 28 years.
The third patient was diagnosed by liver biopsy
during life. The first two cases were diagnosed at
autopsy with involvement of the liver, bone
marrow,lymph nodes, adrenals,and spleen. Factor
VIII-related antigen are also seen in tumor cells by
Electron

immunohistochemical techniques.

microscopy also showed Weibel-Palade bodies.
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