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Abstract

Kaposi’'s sarcoma (KS) is an angioproliferative disorder primarily of viral etiology, though multiple cofactors
are also responsible. Human herpes virus-8, a gamma herpes virus, is considered to be the causative agent.
Acquired immunodeficiency syndrome-associated KS has different clinical pictures than those seen in other
types of KS. As it progresses rapidly, early institution of highly active antiretroviral therapy (HAART) after
proper diagnosis is expected. Though HAART has reduced the prevalence of KS in HIV disease, HAART has
not eliminated the disease. Here, we report a case who is HIV 1 and hepatitis B surface antigen positive with
numerous violaceous plaques over the face, upper extremities, and trunk along with oral mucosal involvement.
He had received ten sessions of electron beam radiotherapy on the face, and the facial lesions have healed

with residual hyperpigmentation.
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INTRODUCTION

Kaposi’s sarcoma (KS) is a multicentric proliferation
of endothelial cells.!! The cause seems to be
multifactorial apart from human herpes virus-8
(HHV-8) viral infection, of which HIV co-infection
is important. It primarily involves skin with
or without visceral dissemination. The following
four clinicopathological subtypes have been
described: classic, endemic, iatrogenic, and
acquired immunodeficiency syndrome (AIDS)
associated. Clinical features differ among these
subtypes.P! Our case is unique because the patient
has only HIV1 infection with lesions of KS in
the upper limb, trunk, and oral lesions without
AIDS, and he has responded well to external beam
radiotherapy (EBRT).
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CASE REPORT

A 35-year-old male patient presented with multiple
asymptomatic erythematous raised lesions over the
face, neck, trunk, and both upper limbs for the last
2 months. He had a history of intermittent low-grade
fever for the last 3 months without chills and rigors.
A history of swelling of the face for the last 20 days
was present. It first appeared on the neck, hand, and
nose, and later it progressed to involve the trunk,
both upper limbs, and the entire face. No plaques
were found in the penis and lower limb. He had a
history of unprotected sexual intercourse with both
male and female partners. There was no history
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of blood transfusion or intravenous drug abuse.
Systemic symptoms present were nausea, vomiting,
and fever. On examination, (after the patient has
given informed consent), the patient had generalized
lymphadenopathy without hepatosplenomegaly.
Cutaneous examination revealed multiple, discrete,
violaceous plaques measuring 0.5 cm X 0.5 cm to 3
cm X 2 cm over the trunk, face [Figure 1, left one],
neck, and both upper extremities [Figure 2]. On
oral examination, there were erythematous plaques
over the left tonsillar fossa and posterior pharyngeal
wall [Figure 3]. He had low hemoglobin (8.4 g/dL),
low platelets (38,000/mm?), and normal liver and
renal function; serology for HIV-1 was positive by

Figure 1: Left image showing violaceous plaques before external beam
radiotherapy and right image showing hyperpigmentation following
external beam radiotherapy

Figure 3: Erythematous plaque over the left tonsillar fossa and posterior
pharyngeal wall

enzyme-linked immunosorbent assay and negative for
HIV-2, and his CD4 count was 337/mm?®. Hepatitis
B surface antigen was reactive. Ultrasonography
of the whole abdomen showed a space-occupying
lesion in segment 7 of the liver suggestive of
hemangioma. Histopathological examination showed
irregularly distributed vascular channels, some
of which were surrounding preexisting vessels,
with jagged outline throughout the dermis and
were lined by a single layer of endothelial cells,
cords, and clumps of spindle cells between dermal
collagen bundles, with cells having plump vesicular
nuclei [Figure 4]. Patchy lymphoplasmacytic
infiltrates were seen in the dermis around the blood
vessels and adnexal structures and beneath the
epidermis. Immunostaining was performed for CD34.
Endothelial cells and spindle cells were strongly
immunoreactive. A contrast-enhanced computed
tomography scan of the thorax was performed, which
showed patchy air space opacities in both lung fields
and a well-defined hypodense lesion in the liver,
suggestive of KS. A final diagnosis of HIV-associated

Figure 2: Violaceous plaques measuring 0.5 cm x 0.5cm to 3 cm x 2 cm
over the neck, trunk (anterior and posterior), and both upper extremities
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Figure 4: Irregularly distributed vascular channels, low-power view (x10),
hematoxylin and eosin stain
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Kaposi sarcoma (plaque stage) was made. The patient
was on antiretroviral therapy (ART) (tenofovir,
lamivudine, and efavirenz regimen) and had received
ten cycles of EBRT for facial lesions and developed
erosions over the lips and tongues. The patient’s
facial lesions had resolved with hyperpigmentation
including oral lesions, but lesions over the trunk and
limbs were present [Figure 1 right one]. The patient
had received pegylated liposomal doxorubicin in six
cycles.

DISCUSSION

KS, first described by Moritz Kaposi in 1872, is
a multifocal endothelial proliferative disease of
low-grade potential affecting skin and other organs.™
Although HHV-8 is considered the causative agent,
multiple other cofactors are needed including HIV
co-infection which increases the risk 20,000 fold.?
The low incidence of KS in India is thought to
be due to very low incidence of HHV-8. To date,
close to 26 cases of KS have been reported from
India since 1993, but only one of those was HIV
negative.l®) AIDS-associated KS can be rapidly
progressive, involving the head, neck, trunk, and
mucous membranes; fulminant disease with a
widespread nodal and visceral involvement is
expected, particularly in the absence of highly active
ART (HAART). Oral mucosal involvement, especially
hard palate, soft palate, gingiva, and dorsal tongue,
is seen.”! The gastrointestinal tract, particularly
the small intestine, is the most common site of
visceral involvement with massive hemorrhage
as a serious complication.!® Lungs, heart, and
liver are other commonly involved sites including
hemangioma of liver. Laboratory investigations
include immunohistochemical staining with HHV-8
and other markers such as CD31 and CD34.
Histopathological changes of KS typically parallel
the clinical progression of patch, plaque, and tumor
stages. Patch-stage KS manifests as a mild increase in
the number of vessels, which are classically arranged
in a horizontal fashion, dissecting through collagen
bundles, around the adnexa and the surrounding
preexisting vessels (promontory sign). A chronic
lymphoplasmacytic infiltrate may be present,
with extravasated erythrocytes and hemosiderin
deposition. The plaque stage has more obvious
and extensive vessel expansion, lined by single-
layered, plump endothelial cells. Surrounding them
are more spindle cells. The chronic inflammatory
infiltrate remains. Finally, in tumor-stage or nodular
KS, there is a circumscribed mass of spindle cells
with unlined slit-like spaces with extravasated
erythrocytes. KS is highly radiosensitive with
complete responses in up to 93% of patients and

for AIDS-related Kaposi sarcoma radiotherapy it is
used in patients with limited cutaneous disease that
is symptomatic and/or cosmetically unacceptable
along with anti-retroviral therapy, but for advanced
disease it is used as palliative therapy.”’ Regimens
range from a single 8 Gy irradiation to 30-40 Gy
in 10-20 daily fractions.[' Radiotherapy reduces
pain and swelling in the KS lesions, also used for
skin lesions that look morbid. For AIDS-associated
KS, the institution of HAART to treat HIV infection
often results in regression of KS, but up to 50%
of cases never achieve total remission.!"!! Stopping
immunosuppression in iatrogenic KS can lead to
regression of lesions, and classic KS is more often
treated with surgery, radiation therapy, or another
local treatment. Disseminated KS having response
rates of over 70% has been reported with liposomal
doxorubicin, vinca alkaloids, etoposide, and taxanes.
Liposomal doxorubicin and paclitaxel are approved
by the US Food and Drug Administration as
first-line and second-line treatments, respectively,
for advanced KS. In the present study, the patient’s
main complaints were severe pain and edema over
the face, which were preventing him from opening
his eyes. Keeping this in mind, EBRT was given
earlier to alleviate pain, otherwise doxorubicin could
have been given earlier.

We report this case due to a paucity of KS cases
reported in the Indian literature and our case had
widespread cutaneous lesions along with lung and
liver involvement, CD4 count 337/mm?®, and fever
for 1 week. Score was T1I0S0 according to AIDS
Clinical Trial Group which means the patient had a
good prognosis.”’ The patient responded well to both
chemo and radiotherapy.
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