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demonstration of an arteriovenous fistula confirmed the
diagnosis of Stewart–Bluefarb syndrome. 

Case Description 

A 24-year-old man was referred to our department for pulsed
dye laser treatment of a cutaneous lesion on the left leg that
had previously been diagnosed as a vascular malformation.
The patient had a small, brown papule on the internal aspect
of the left ankle that appeared at the age of 2 and grew
progressively and increased in volume. Examination revealed
a well-delimited brownish violaceous tumor-like lesion
measuring 4 × 5.5 cm and 2 similar lesions that were smaller
and less raised on the dorsum of the foot and on the left calf
(Figures 1 and 2). Magnetic resonance imaging of the area
ruled out bone and tendon involvement. Routine laboratory
workup was normal, as was serology for the human
immunodeficiency virus. Based on clinical suspicion of
pseudo-Kaposi sarcoma, biopsy and Doppler ultrasound
were carried out. Histology revealed the presence of multiple
thick-walled capillaries covered by diffuse globular cells.
These structures were distributed diffusely throughout the
papillary dermis and formed lobular structures in the reticular
dermis, and were accompanied by red-cell extravasation and

Introduction 

Acroangiodermatitis or pseudo-Kaposi sarcoma are
synonymous terms encompassing 2 different conditions:
acroangiodermatitis of Mali and Stewart–Bluefarb
syndrome. Their name arises from the clinical and
histological similarities both entities share with classic
Kaposi sarcoma.1

Acroangiodermatitis of Mali is a common entity that
mainly develops bilaterally on the limbs of elderly patients
as a result of chronic venous insufficiency and is an extreme
form of stasis dermatitis.2 Stewart–Bluefarb syndrome,
however, is an uncommon condition that mainly affects the
limbs of young patients unilaterally secondary to an
underlying arteriovenous malformation.3,4

We present the case of a 24-year-old man with progressive
lesions on the distal third of the left leg. Histology and the
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hemosiderin deposits (Figure 3). Doppler ultrasound revealed
an underlying arteriovenous fistula, with low flow resistance
and long diastoles in the popliteal artery afferent to the
malformation, and an arterialized venous flow in a venous
collector. Subsequent angiography revealed 2 affected areas

on the distal third of the leg, in both the arterial phase and
the venous phase. The larger and more distal was fed by 2
branches of the anterior tibial artery, whereas the smaller
and more proximal was fed by multiple small branches of
the posterior tibial artery (Figure 4). 
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Figura 1. Papular and tumor-like lesions on the distal third of the

leg.

Figure 2. Detail of the largest tumor-like lesion on the left leg.

Figure 3. Proliferation of capillaries throughout the dermis. A,

Diffusely distributed capillaries in the superficial dermis

(hematoxylin-eosin, ×10). B, Lobular formations of capillaries in

the middle dermis (hematoxylin-eosin, ×20).

Figure 4. Arteriogram showing arteriovenous fistulas in the

distal third of the left leg.
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Demonstration of this arteriovenous fistula confirmed
the diagnosis of pseudo-Kaposi sarcoma (Stewart–Bluefarb
type). 

The absence of symptoms and the possible complications
of surgery to correct the arteriovenous fistula meant that
conservative measures (hygiene and rest) were taken in this
limb along with programming of clinical follow-up visits.
The lesions remained stable after 1 year of follow-up.

Discussion

Pseudo-Kaposi sarcoma is an unfortunate term that makes
reference to the clinical and histological similarities between
2 different entities (acroangiodermatitis of Mali and
Stewart–Bluefarb syndrome) and classic Kaposi sarcoma.
The term was coined by Earhart et al1 in 1974. In 1965,
Mali et al2 described kaposiform lesions in patients with
chronic vascular insufficiency. In 1967, independently and
almost simultaneously, Bluefarb and Adams3 and Stewart4

described similar lesions in a patient with an arteriovenous
malformation. 

Acroangiodermatitis of Mali generally appears in elderly
patients with chronic vascular insufficiency. It usually affects
the distal third of both limbs, initially as violaceous macules
before progressing to papules and nodules in the setting of
stasis dermatitis.2

Stewart–Bluefarb syndrome is an uncommon entity that
usually occurs in young patients who present an underlying
arteriovenous malformation. It generally appears unilaterally
on the dorsum of the foot, on the ankle, and on the calf.
The lesions include brown or violaceous plaques and macules
that can grow progressively and develop verrucous lesions
and ulcers. There may also be edema, local temperature
increase, soft-tissue hypertrophy, varices, stasis changes,
and hypertrichosis.3,4

There have been occasional reports of pseudo-Kaposi
sarcoma associated with iatrogenic arteriovenous fistulas
in dialysis patients,5 in Klippel–Trenaunay–Weber
syndrome,6 in paralyzed limbs,7 and in amputation stumps.7,8

Arteriovenous fistula may be clinically suspected during
examination on palpation of a thrill, auscultation of a
murmur, or detection of asymmetrical arterial pulses.
Doppler ultrasound is a harmless and highly sensitive
screening method, and arteriography is the complementary
examination of choice in the case of a well-founded suspicion
of arteriovenous fistula. The most typical angiographic sign
is early venous filling, which is proportional to the length
of the fistula.9 Radioisotope scanning is less invasive than
arteriography.10

The histological descriptions of published cases are not
very specific and refer to a proliferation of capillaries in the
superficial and middle dermis accompanied by fibroblasts,
extravasated red cells, and hemosiderin deposits.11-15 In

acroangiodermatitis of Mali, these changes are limited to
the superficial dermis. The absence of proliferation of
spindle-shaped CD34+ cells and of vascular slits, which are
typical of Kaposi sarcoma, can help in the differential
diagnosis with this condition.16 In pseudo-Kaposi sarcoma,
unlike classic Kaposi sarcoma, human herpes virus type 8
is not detected and the endothelial cells are positive for
factor VIII.17

The pathogenesis of Stewart–Bluefarb syndrome is not
well understood. It has been postulated that the increase
in venous pressure resulting from the arteriovenous
malformation may stimulate the proliferation of endothelial
cells. A recent report suggested that the arteriovenous steal
syndrome with distal ischemia may induce a local increase
in vascular endothelial growth factor, which would lead to
endothelial proliferation.18 Similarly, the role of mast cells
in the proliferation of endothelial and perivascular cells
under conditions of ischemia has also been suggested.19

Treatment is usually conservative—compression, elevation
of the limb, and care of ulcers, infections, and other
complications. The ideal treatment is resolution of the
underlying vascular malformation, although this is not often
possible due to the common existence of very distal
arteriovenous fistulas. Surgery can lead to ulceration or
other complications and only resolves macroscopically
detectable fistulas. Amputation may occasionally be
necessary. Surgery is indicated in cases involving functional
impotence, refractory pain, recurrent infection, bleeding,
or cardiac decompensation.13,14 Selective embolization with
different particles (Gelfoam, Ivalon, acrylates, amino acids,
alcohol, etc) may be a valid alternative.17,20,21
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