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Abstract

Acroangiodermatitis is a benign uncommon vasoproliferative disorder that affects the lower extremities. It appears to be

a reactive phenomenon related to severe chronic venous insufficiency and stasis of the lower extremities. The clinical

presentation of this condition often is similar to Kaposi sarcoma. We report a case of acroangiodermatitis in a patient

with superficial venous insufficiency.
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Case Report

A 58-year-old man without medical history, presented
with multiple asymptomatic, firm, violaceous nodules and
plaques distributed extensively over his right lower
extremity.

Figure 1: Clinical image of the violaceous tumor of the
lower extremity.
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The lesions developed approximately 6 years prior
and gradually increased in number. A previous biopsy led
to a diagnosis of hemangioma. Review of his clinical
history did not reveal evidence of human
immunodeficiency virus infection or Kaposi sarcoma.
Physical examination revealed the presence of a
violaceous tumor of 20 cm, tender to palpation, infiltrated,
with multiple 1-2cm well-circumscribed, violaceous, scaly
nodules extending from the right lower knee to the medial
ankle (Figure 1).

The dermoscopy showed rainbow appearance (Figure
2). The examination of the surrounding skin shows
hemosiderin deposition and chronic appearing vasculitis.
There were multiple varicose veins evident on his lower
extremities. All peripheral pulses were palpable. The rest
of the physical examination was normal. Blood count and
evaluation of serum glucose, renal and liver function were
all normal. A Doppler ultrasound test detected superficial
venous insufficiency of the right lower extremity. There
was no failure of the deep venous system in the lower
extremities or sonographic signs of thrombotic events,
either in the superficial or deep venous systems. A biopsy
specimen of the violaceous tumor was obtained.
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Histologic examination showed hyperplastic epidermis
and demonstrated the presence of a proliferation in the
dermis of small vessels with dilated light and lobulated
disposition. These vessels are of regular size and
contours, lined with a base of non-atypical endothelial
cells sometimes surrounded by a layer of pericytes
(Figure 3). This proliferation evolves on a fibrous and
oedematous background of the dermis, which is strewed
with many positive Perls heme pigments scattered over
its entire height and even at the superficial hypodermis
represented (Figure 4). The vessel walls were CD34 and
negative for human herpes virus 8. Acroangiodermatitis
was diagnosed based on the clinical and histologic
findings. The patient was prescribed compression
stockings and Erythromycin. The patient was
subsequently lost to follow-up.

Clinical Dermatology Open Access Journal

Figure 4: Perls staining G x 50 -> Heme deposits
colored blue by the Perls.

Figure 2: Dermoscopic image showing rainbow
appearance.
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Figure 3: HES staining G x 200 -> Proliferation of
capillary vessels with regular endothelium.

Aqil N, et al. Unilateral Presentation of Pseudo-Kaposi’s Secondary to

Superficial Venous Insufficiency. Clin Dermatol ] 2018, 3(3): 000163.

Comments

Acroangiodermatitis or pseudo-Kaposi's sarcoma can
mimic several pathologies such as Kaposi’s sarcoma,
hemangioma, lymphangioma, lymphangiosarcoma,
pigmented purpura, lichen aureus, vasculitis, lichen
simplex chronicus and stasis dermatitis [1].

Histologically, there is an expansion of the entire
capillary bed across the dermis. There are thick-walled
and dilated capillaries showing reduplication that may
indicate an angiomatous appearance. The endothelial cells
lining these vessels are plump and CD 34 positive [2].
Some lesions may show nodular collections of narrow-
lumen vessels. There may be a mild perivascular
fibroblastic proliferation. In addition to this, extravasated
erythrocytes, spindle cells arranged horizontally, fibrosis,
many accumulations of hemosiderin pigment may be
present [3]. Its differential diagnosis with Kaposi sarcoma
is important. Immunohistochemical staining with CD34
anti-serum helps to distinguish between
acroangiodermatitis and Kaposi's sarcoma, since in the
first there is an absence of perivascular CD34, unlike the
latter (CD34 staining on the endothelial cells as well as
the perivascular spindle cells) [4,5].

Given its relative rarity, acroangiodermatitis is often
misdiagnosed clinically [1,6]. The histopathological
characteristics similar to Kaposi’s sarcoma and other
vascular tumors may also confuse professionals with little
experience [5,6]. Misdiagnosis can lead to inadequate
treatment, such as surgery, which often leads to
complications [6]. Our patient remained undiagnosed for
at least five years despite the examination of several
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physicians. An anterior biopsy for histopathology has
been misinterpreted. Acroangiodermatitis lesions usually
appear on the dorsal parts of the foot, especially on the
big toe, as well as on the ankles and legs [1,6] In the above
case, the nature of the lesions was different with the
presence of a huge tumor in the leg. The histopathologic
and immunohistochemical tests carried out by an
experienced pathologist were essential for achieving a
correct diagnosis. Doppler ultrasound was also useful for
determining the cause of the injury as chronic venous
insufficiency (the so-called ‘Mali syndrome’) [7].
Treatment of this condition has not been discussed in
detail in the available literature, the mainstay of
treatment being the correction of the underlying
pathology. The use of compression bandages, stockings or
pumps helps to relieve symptoms in case of underlying
circulatory disorders. Various medical modalities of
therapy have been tried with favourable results, but the
options are limited. Oral erythromycin 500 mg four times
a day or dapsone 50 mg twice a day for 3 months in
combination with compression therapy has been tried
with good results [8].
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