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Angiosarcoma is a rare malignant tumour occurring in less than
2% of soft tissue sarcomas. Angiosarcoma involving the kidney
usually represents metastasis from skin or visceral primary lesions,
while angiosarcoma primarily occurring in the kidney is a very rare
neoplasm. We report a case of angiosarcoma of the right kidney
in a 59-year-old male. The computed tomography scan showed a
solid tumour with a low increased density after administration of
contrast medium. Histological examination of the piece of nephrec-
tomy confirmed the diagnosis

Introduction

Angiosarcoma is a rare high-grade malignant tumour
accounting for less than 2% of the soft tissue sarcomas.’
The most common site of occurrence of angiosarcomas
is the skin (a third of all cases), while the liver, spleen,
bone and breast are affected in the remaining two-thirds of
patients. Angiosarcoma involving the kidney usually repre-
sents metastasis from other primary lesions; primary renal
angiosarcoma is extremely rare, with <40 cases reported.?
We present a case of primary renal angiosarcoma of the
kidney in a 59-year-old male.

Case report

A 59-year-old male presented with a history of right lumbar
pain and 3 episodes of macroscopic hematuria, starting 3
months earlier. Physical examination revealed right flank
pain. The routine blood tests showed the presence of ane-
mia. An ultrasound showed a large right kidney mass. The
remaining blood tests were normal. Abdominal computed
tomography confirmed the presence of a tumour in the lower

pole of the right kidney measuring 6 cm in maximum diam-
eter, with a low increased density after administration of
contrast medium (Fig. 1, Fig. 2).

A radical nephrectomy, including the ipsilateral adrenal
gland, was performed. The macroscopic appearance of the
solid tumour measured 6.5 x 5 x 4 cm. It was located in
the middle of the kidney, and was brown in colour with
marked hemorrhage and necrosis. The tumour involved
perinephric fatty tissue. The adrenal gland was unremark-
able. Histopathological examination showed pleomorphic
tumour cells with large hyperchromatic nuclei, prominent
nucleoli and clear cytoplasm. An immunohistochemical
study showed a vascular tumour strongly and diffusely posi-
tive for vimentine, CD31; it was focally positive for factor
VIII. The tumour was uniformly negative for CD10, desmin
and alpha-smooth muscle actin. These findings indicated
that the tumour was angiosarcoma of the kidney. The post-
operative course was uneventful and the patient was dis-
charged 4 days after the operation.

On the basis of the histological findings, we decided to
administer adjuvant chemotherapy, but this was not done
as the patient died a month after surgery.

Discussion

The present case is an exceptional primary angiosarcoma of
the kidney. It is a very rare tumor, and very little information on
this entity is available. The present case was characterized by
the absence of detectable metastases at diagnosis because most
angiosarcomas are already metastasized when the diagnosis
was made.’ However, despite the only primary localization,
our patient’s prognosis was similar to the prognosis of angiosa-
rcoma metastasized at diagnosis (2-24 months), confirming that
micrometastases had already occurred at diagnosis.?

Renal angiosarcoma shows no clinical presentation and
patients often present with symptoms for renal disease (i.e.,
side pain, macroscopic hematuria, palpable abdominal
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Fig. 1. Computed tomography scan showing solid mass in the lower pole of the
right kidney.

mass).* Generally, a computed tomography scan reveals a
solid renal tumour with no characteristic signs and studied
local and metastases extension.”

The prognosis of renal angiosarcoma is uniformly fatal
with widespread metastases. Metastases are found mainly in
the lung, liver and bones. The most important factor deter-
mining the prognosis of renal angiosarcoma in many stud-
ies seemed to be the size of the initial lesion.®® Tumours
<5 c¢m in diameter have a significantly better prognosis than
larger lesions. Analyzing various cases of angiosarcoma, Mark
and colleagues reported a 5-year survival of 32% for lesions
<5 cm compared to 13% for those >5 cm.’ Angiosarcoma
of the kidney is highly malignant, and there seems to be no
standard therapy.

Regarding the possible treatment of kidney angiosarco-
ma, surgery remains the most effective approach. Radical
nephrectomy must be performed in all cases because of the
impossibility of making a differential diagnosis between
primary renal angiosarcoma and the more common renal
cell cancer.? On the other hand, data regarding radio-
therapy and/or chemotherapy are controversial. Certainly,
the lack of a standard therapy is a result of the rarity of
this malignancy.®'% According to Zenico and colleagues,
patients who had the best response also underwent radi-
otherapy and chemotherapy, with a median survival of
13 months (p > 0.005) compared to 7 months in patients
who only underwent nephrectomy.? However, taxanes may
be more efficient than standard chemotherapy in the treat-
ment of metastatic renal angiosarcoma.” Therapy must be
specific to each patient, with special attention on the pres-
ence of distant metastases. In our case, nephrectomy was
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Fig. 2. Abdominal computed tomography scan showing inhomogeneously mass
with a low increased density, after administration of contrast medium.

chosen followed by chemotherapy to delay the development
of distant metastases, but the patient died before treatment.

Conclusion

Renal angiosarcoma represents a rare variant of renal paren-
chymal cancer. It has a high potential of malignancy, with
a very short survival period. The very low incidence of this
tumour and the extreme variability in its clinical course
means that we are still far from defining a diagnostic and
therapeutic protocol.
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