Angiosarcoma of penis: Case report of an aggressive penile

cancer
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Abstract Angiosarcoma is a very rare mesenchymal tumor of penis. Though extremely unusual, it should be

considered in the differential diagnosis in patients presenting with a penile growth or a localized
subcutaneous penile lesions as they are very aggressive and there is a high chance of recurrence. One
such case is reported here, which was aggressively treated with total penectomy and the patient did not

show any recurrence in 2 years of follow-up.
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INTRODUCTION

Primary mesenchymal tumors of penis are extremely rare.
Angiosarcoma is an exceptional aggressive variety of such tumor
that is reported here.

CASE REPORT

A 50-year-old man presented with complains of painless
penile growth over distal shaft of penis over last 3 months,
which was rapidly increasing in size over last I month and
bleeding occasionally on contact. On physical examination,
there was a 3 cm X 3.5 em fungating growth involving whole
glans and distal shaft of penis with multiple sebaceous cysts
over scrotum [Figure 1. Solitary left inguinal lymph node
was palpable. Hemogram and other biochemical parameters
were within the normal limits. Incisional biopsy of mass was

suggestive of angiosarcoma while metastatic work-up was
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negative, Patient underwent emasculation with total penectomy
with bilateral scrotectomy with perineal urethrostomy. As
sarcomas metastasize mainly through hematogenous route,
inguinal lymph node dissection was not performed. However,
fine-needle aspiration cytology of the left inguinal lymph node
was performed in the same sitting, which suggested reactive
hyperplasia. There were no post-operative complications
and patient was discharged from the hospital on the
6™ post-operative day.

Figure 1: Fungating growth of penis with scrotal sebaceous cyst and
left inguinal lymphadenopathy
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Fungating tumor was S cm X 4 cm X 3.5 cm in the dimension
that was involving whole of the glans and was extending mto
both the cavernosa [Figure 2]. On histopathology, tumor
was consisted of sheets and nests of large epithelioid and
spindle cells with extensive proliferation of irregular and
immature vascular channels lined by flattened endothelial
cells with cellular atypia and nuclear pleomorphism, with
numerous mitotic ﬁgures in between and red blood cells
within [Figures 3 and 4]. Immunohistochemistry was positive
for CD31, CD34 and vimentin and negative for cytokeratin
and smooth-muscle actin (SMA), suggestive of angiosarcoma.
Surgical margin as well as and left inguinal lymph node was

negative for any extension or metastasis.

Left inguinal lyrnphadenopathy resolved by 4 months foﬂowing
surgery. Patient is doing well over 2 years of follow-up with no
evidence of local recurrence or distant metastasis.

DISCUSSION

Primary mesenchymal neoplasms of penis are quite rare and
most of these are of vascular, neural, myogenic or fibrous
origin.!) Angiosarcoma is a rare variety of such vascular or
lyrnphatic endothelial cell-derived malignant tumor and
accounts for only about I-2% of soft-tissue sarcomas all over
the body and their presence in penis is exceptional.”) There
are only a few reports in the literature where these tumors
present as fungating mass,** though they may also mimic
as a peyronie’s plaque or a penile ulcer.**) Aetiopathogenesis
of penile angiosarcoma is not well-described though chronic
lymphedema, radiation and exposure to environmental
carcinogens, in particular, thorotrast, arsenic and vinyl chloride
have been suggested and their presence in patient with Human
immunodeficiency virus infection and Neurofibromatosis have
been noted in separate reports.*!

Histological appearance varies from a well-differentiated
tumor resernbling a hemangioma to an anaplastic lesion
that is almost indistinguishable from a melanoma or
a carcinoma.’® Immature neoplastic vessel formation
along with areas composed of spindle cells and sparse
lymphocytic reaction is characteristic of angiofibroma.*
Immunohistochemistry of these tumors used to be positive
for CD31, CD34, vimentin, desmin, epithelial membrane
antigen (EMA) factor 8 related antigen (F VIII RAg) and
Ulex europaeus agglutinin(-1) while they are negative for

cytokeratin and SMA.[*+7]

Kaposi sarcoma, epithelioid hemangioendothelioma and
alveolar rhabdomyosarcoma constitute important differential
diagnosis.[(’] Like angioﬁbroma, Kaposi sarcoma too, show
neoplastic neovascular proliferation, but at a lesser extent
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and mostly at the periphery of tumor nodule.*’ A pyronie’s
disease should also be further excluded in patients with acutely
changing subcutaneous plaques‘[s]

Figure 2: Bivalved specimen showing corporal invasion

Figure 3: Histopathology of angiosarcoma of penis showing plenty of
vascular spaces, lined by plump endothelial cells

Figure 4: High power histopathology image
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Clinicaﬂy, angiosarcomas are malignant, with features of
local invasion and metastatic spread, Iungs being the most
common site.*>] Previous studies in grading angiosarcoma
according to growth patterns, mitotic activity or cytological
features have failed to show good correlation with survival.
However, small tumor size (less than 5 c¢m) and a marked
lymphocytic response are reported as features associated with
prolonged survival.*

Due to the rarity of such tumors, there is no agreement
concerning the best method for staging and managing these
patients. However, being aggressive in nature with high chance
of local recurrence; local control of such tumors should be
equally aggressive in the form of radical surgery or radiotherapy.
Total penectomy with or without radiotherapy is suggested
even for superficial disease. On the other hand, as the regional
lymphatic spread is rare, inguinal lymph node dissections are
not recommended, unless the adenopathy is palpable."**!
Metastatic disease is rare with aggressive local control and is

treated with either palliative chemotherapy or radiotherapy.*”!
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