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Acroangiodermatitis (AAD), also known as Pseudo-Kaposi’s sarcoma, is a rare
benign angioproliferative disease associated with chronic venous insufficiency (CVI)
or other vascular disorders. We present an 81-year-old male with plaque-like
cutaneous lesions, which had progressive erythematous margins, severe pain, and
intense pruritus, as well as bilateral swollen and painful feet. It was around five
months that he had these problems. Based on the pathology of skin lesion biopsy
specimens and the immunohistochemical staining results (which indicated the
positivity of CD34), the diagnosis of pseudo-Kaposi’s sarcoma was confirmed.
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Introduction

Acroangiodermatitis (AAD), also known as Pseudo-
Kaposi’s sarcoma, is a very rare benign vasoproliferative
disease or disorder that affects the lower extremities (1-3).
It appears to be a benign phenomenon related to severe
chronic venous insufficiency (CVI), stasis, and
arteriovenous malformations (AVMs) (e.g., Klippel-
Trenaunay syndrome [KTS], Prader-Labhart-Willi
syndrome [PLWS], and Stewart-Bluefarb syndrome
[SBS]) of the lower extremities (3, 4).

AAD was introduced for the first time by Mali et al. in
1965. Their study reported 18 cases with CVI in the lower
extremities (4, 5). According to most case reports, AAD
is frequently observed in the lower extremities of male
adults with CVI (5, 6).

AAD presents with violaceous macules and patches that
gradually develop into papules, nodules, or indurated
plaques (often bilateral) and usually located on the
extensor surfaces of the lower extremities. These lesions
are benign, and they must be distinguished from other
lesions, which are resulted from malignant conditions
(such as Kaposi’s sarcoma) and seen particularly in HIV-
positive patients. It is, therefore, necessary to perform
immunohistochemical tests to establish a differential
diagnosis.
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Case Report

The patient is an 81-year-old man that both sides of his
feet were swollen and painful. He suffered from plaque-like
cutaneous lesions, which had progressive erythematous
margins, severe pain, and intense pruritus. He has had these
problems for five months, which deteriorated during the last
three months. The onset of the disease was from the left
foot. The legs and knees were asymmetrically involved
later. The patient had a history of taking aspirin (80 mg per
day) because of coronary artery disease. He had neither a
history of systematic diseases nor a positive family history.
Further, physical examination revealed the one-plus pitting
edema of the lower extremities, as well as numerous
violaceous plaque-like lesions with irregular erythematous
margins over the left and right feet and the left knee, which
were located asymmetrically.

However, no clinical evidence of vascular disease or
varicose veins was observed. The systemic examinations
were normal. Routine tests, including the complete blood
count with differential (CBC/Diff), liver and kidney
function tests, and urinalysis (U/A), were also normal. The
HIV antibody was negative, and the chest X-ray was
normal. The other results were as follows: the erythrocyte
sedimentation rate (ESR) = 34 (normal <10); C-reactive
protein (CRP) = 11.8 (normal<6); and anti-double-stranded
DNA (anti-dsDNA) = 1.8 (normal<0.1).
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Figure 1. Numerous skin lesions in the two lower extremities.
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Figure 2. The skin tissue with nodular aggregates of blood
vessels with perivascular inflammation. The small blood
vessel wall has thickened and the vessels are lined by plump,
atypical endathelial cells. The proliferation of perivascular
fibroblasts and a moderate amount of hemosiderin deposits

are observed around these vessels.

In addition, abdominal ultrasonography showed an
infrarenal fusiform aneurysm in the abdominal aorta (44
mm in diameter) containing a mural thrombus. The arterial
lumen diameter was 24 mm. The color Doppler
ultrasonography of the lower extremities showed that the
blood flow was normal. The patient underwent a skin lesion
biopsy. Altogether, the final diagnosis of AAD was
confirmed based on his medical history, medical
examination, and pathological findings.

Discussion

A differential diagnosis should be made to
differentiate AAD from other conditions, such as
Kaposi’s sarcoma, vasculitis, actinic keratosis, stasis
dermatitis, hemangiomas, lymphangiomas, and
lymphangiosarcomas (7, 8). It must be remarked that, in
rare cases, AAD develops in patients presenting no CVI
or any underlying AVMs (7, 9-11). The pathological
examination showed that there was intradermal capillary
proliferation as small nodules with perivascular
inflammation underlying the fibrous tissue. The mild
infiltration of small lymphoid cells was observed around
the nodules. The small blood vessel wall had thickened,
and the wvessels were lined with plump, atypical
endothelial cells. Mild hemosiderin deposition was
observed around the wvessels. There was found no
epidermotropism, panniculitis, or thrombosis.
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Other vascular tumors, such as hemangioen-
dothelioma, could be included in the differential
diagnosis (6). The immunohistochemical stain CD34 is
used to differentiate between Pseudo-Kaposi’s sarcoma
and Kaposi’s sarcoma. In Pseudo-Kaposi’s sarcoma,
CD34 is positive in endothelial cells; however, it is
negative in Kaposi’s sarcoma (6). Pseudo-Kaposi’s
sarcoma and Kaposi’s sarcoma have similar
histopathological features; therefore, Pseudo-Kaposi’s
sarcoma is often clinically misdiagnosed as Kaposi’s
sarcoma (9).

Biopsy slides of the patient’s lesions were double read,
and Pseudo-Kaposi’s sarcoma was diagnosed each time.
Ultimately, applying immunohistochemistry (IHC),
which showed the positivity of CD34, confirmed the
diagnosis. In the lower limbs, AAD lesions appear
mainly on the dorsal aspects of the feet, especially on the
calves and ankles (6, 7).

In our patient, the lesions were on the soles, ankles,
knees, and calves. The color Doppler ultrasonography is
useful for determining the cause of lesions, including
CVI. In this patient, the common femoral veins,
superficial femoral veins, and popliteal veins had no
thrombus, and the venous blood flow in both of the limbs
was normal. Furthermore, the posterior tibial, anterior
tibial, and peroneal veins had a normal venous blood
flow. The treatment of this disease has been discussed in
the available resources and depends on the underlying
condition. In cases associated with CVI, compression
bandaging and leg elevation could lead to improvement
(6). In our patient, compression bandaging, leg
elevation, and a 50-mg daily oral dose of dapsone for six
months reduced skin lesions and pain.

Conclusion

It is necessary to differentiate Pseudo-Kaposi’s
sarcoma from Kaposi’s sarcoma, because AAD is
basically a benign, self-limiting condition; however, the
latter is a malignant disease, which requires aggressive
therapy, including chemotherapy, radiotherapy, and
even grafting. The present research indicated that leg
elevation, compression bandaging, and dapsone could
improve cutaneous lesions associated with AAD.
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