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Abstract

Observation: Lymphangioma-like Kaposi’s sarcoma is a rare subtype of Kaposi’s sarcoma which is
characterized with  lymphedema, swelling of the soft tissue and bullae and bulla-like lesions. Clinical
appearence of lymphangioma-like Kaposi’s sarcoma may cause confusion and delays with the
diagnosis and the treatment. Its histologic features may mimic other benign and malignant vascular
tumors such as spindle cell hemangioendothelioma, low-grade angiosarcoma, hemosiderotic
hemangioma and benign lymphangioma. Here we report a case of lymphangioma-like Kaposi’s
sarcoma of an elderly woman presenting with deep purple coloured patchy lesions on the distal parts
of upper and lower extremities with violaceous bullae.

Introduction 
Kaposi’s sarcoma (KS) is a multifocal vascular
neoplasm characterized by clinical and histologic
polymorphism. Lymphangioma-like Kaposi’s sar-
coma (LLKS) is a rare subtype, which can develop
in all subtypes of KS [1, 2, 3]. LLKS presents si-
milar to KS but is also associated with severe
lymphedema and soft tissue swelling and bulla-
like vascular lesions [1]. We report a case of LLKS
in an elderly woman.

Case Report
A 90 year-old woman was presented with violace-
ous patch lesions on distal lower and upper extre-
mities. Her family reported a gradual increase in
the size of her hands and feet. On examination the
distal parts of  the lower and upper extremities

were edematous and violaceous, deep purple co-
loured with partly petechia like patchy lesions.
Multiple purple bullae on the dorsum of the hands
and feet were noticed (Figure 1). The lesions were
easily compressible and gradually resumed their
original shape on release. The peripheral pulses
were palpable and arteriel and venous doppler ult-
rasound showed no abnormalities. No lymphade-
nomegaly or hepato-splenomegaly was detected. In
blood testing no abnormalities including HIV sero-
logy were present. A skin biopsy was performed
from a bulla on the dorsum of the right hand. His-
tologic examination revealed an angiomatous pro-
liferation composed of dilated vascular channels
lined with banal- appearing endothelia in the
upper dermis coexisting with focal areas of classic
KS. Monomorphic spindle cells without nuclear
atypia with a moderate inflammatory infiltrate and
extravasated erytrocytes surrounding capillaries
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were also seen (Figure 2). HHV-8 staining was
positive.

A diagnosis of LLKS was made and the patient was
proposed for radiotherapy however she failed to
follow up.

Discussion
KS is a multicentric vascular neoplasm asso-
ciated with Kaposi’s sarcoma associated her-
pes virüs (KSHV). The KSHV is also known as
the HHV-8 [4]. There are four types of KS
seen clinically. These include classic variant
KS, endemic KS, transplant-associated KS
and AIDS-associated KS [5].

LLKS, a rare variant of KS, was first described
in 1957 by Ronchese and Kern [6]. Since then
only 27 cases have been published in the En-
glish literature. LLKS can occur in each of the
four KS variants and is less than 5% of all KS
cases [2]. LLKS can present as typical lesions
of KS such as blue/purple solid lesions but
also has a unique clinical appearence as bul-
lae and bullae-like lesions [3,7]. Compres-
sible bulla-like vascular lesions and
lymphedema, soft tissue swelling are consi-
dered to be specific for this variant [3,8,9].
Bulla-like lesions are the most common clini-
cal feature seen in LLKS. Also LLKS usually
presents in the lower extremities as our pati-
ent [7].

The mechanism of bulla-like lesion formation
is not clearly understood. Chronic lymphe-
dema, unique lower limb hemodynamics and
previous electron beam therapy have been
proposed as predisposing factors [3]. It is be-
lieved that the factors that block the lympha-

tic drainage, such as tumor tissue, lymphati-
covenous shunts formed on neoplastic vascu-
lar canals, lymphovascular invasion of tumor
cells, the involvement of regional lymph
nodes and/or cytokine release, can cause the
development of intraepidermal/ subepider-
mal bulla secondary to absorption of lympha-
tic liquid by the epidermis [10].

The diagnosis of LLKS can be made with the
typical clinical appearence and the histologi-
cal  evaluation of the lesions. In histological
examination of LLKS lesions, lymphangioma-
like spaces is characteristic. Also patterns of
other KS variants can be seen on histologic
examination such as spindle and endothelial
cell proliferation, red blood cell extravasation,
hemosiderin-laden macrophages and other
signs of inflammatory reaction [11].

Differential diagnosis of KS with other vascu-
lar tumors may be difficult, especially when
typical findings of KS are absent. Benign
lymphangioendothelioma, low-grade angio-
sarcoma, spindle cell hemangioendothelioma,
retiform hemangiendothelioma and hobnail
hemangioma are the tumors that can mimic
KS [2,8,9].  The evidence of positive staining
for HHV-8 in cutaneous lesions may help to
distinguish KS from its mimics [5].

Treatment of KS varies from simple excision
of a single lesion to combination therapies of
surgery, radiation and chemotherapy for mul-
tiple and metastized KS [1]. 

In conclusion, LLKS is a rare histological va-
riant of KS that occurs most often in the skin
of the lower extremities. It can present as a
typical-appearing KS but a bulla-like lesion
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Figures 1a and b. Edematous and violaceous, deep purple coloured with partly petechia like patchy lesions and
bullae and bulla-like lesions on a) the legs and feet and b) Hands of the patient



may be indicative of this histopathological
pattern. 
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Figure 2. Histologic examination of a bulla on the dor-
sum of the hand: angiomatous proliferation composed
of dilated vascular channels lined with banal- appea-
ring endothelia in the upper dermiş, monomorphic

spindle cells without nuclear atypia with a moderate in-
flammatory infiltrate and extravasated erytrocytes sur-

rounding capillaries (HE,x100).
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