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ABSTRACT

Acroangiodermatitis, or Kaposi’s pseudosarcoma, is a rare angiopro-
liferative dermopathy, generally found on the lower extremities.
Among the four described types, the Mali type is the most common
in adults, resulting from vascular disorders associated with chronic

venous insufficiency.

We present the case of a patient with a history of deep vein thrombosis
complicated by pulmonary embolism secondary to May-Thurner Sy-
ndrome, diagnosed through a study of skin lesions compatible with

Mali-type acroangiodermatitis.

Although the relationship between venous insufficiency and this der-
mopathy is well-known, there is no published case of this presen-
tation secondary to May-Thurner Syndrome, increasing the risk of

underdiagnosing both conditions.

INTRODUCTION
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Acroangiodermatitis (AAD), or Kaposi’s pseudosarcoma,
is a rare inflammatory proliferative vascular dermo-
pathy, chronic, reactive, and benign in nature, which
can resemble Kaposi’s sarcoma (KS). It is observed in
patients with chronic venous insufficiency, congenital
arteriovenous malformation, acquired iatrogenic ar-
teriovenous fistula, paralyzed limb, and amputation
stumpst4 Four variants are recognized: 1) Stewart-
Bluefarb Syndrome, typically appearing unilaterally at
a young age, resulting from congenital arteriovenous

malformations and arteriovenous shunts; 2) Mali type,

occurring in adults due to chronic venous insufficiency,
often bilaterally, also associated with hypercoagulable
states; 3) Favre dermatitis of the first pregnancy, mani-
festing as purpura on varicose lower limbs; and 4) AAD
in arteriovenous fistulas for hemodialysis in chronic

renal failure 356

The most accepted etiopathogenesis is hypoperfusion,
where vascular alterations leading to venous plexus
dysfunction cause reflux and venous hypertension, with

consequent chronic edema and tissue hypoxia resulting
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in skin inflammation and fibrosis, an increase in fi-
broblasts, hypertrophy, and reactive capillary prolife-
ration>5 The Mali type variant usually begins on the left
side of the body and later becomes bilateral, affecting the
lower part of the leg, especially the medial malleolus, the
dorsal surface of the foot, and the toes with slow-deve-
loping red-violet macules, papules, or plaques, which
can become verrucous or form painful ulcers357 Poroid

and bullous forms have also been described 8

Histopathologically, there is a proliferation of new
papillary dermal capillaries with thick walls in a lo-
bular pattern, hypertrophic and tortuous venules lined
by plump endothelial cells; fibroblast infiltration, lu-
minal thrombi, hemosiderin deposits, and extravasated
erythrocytes with a superficial perivascular infiltrate
of lymphocytes and histiocytes. Differentiation from
KS is necessary both clinically and histologically. AAD
presents with parakeratosis, epidermal spongiosis, a
greater deposit of hemosiderin, and absence of CD34+
staining in perivascular cells; while KS shows proli-
feration of irregular vascular channels with slit-like
lumina, cellular atypia, CD34+ immunohistochemistry
in endothelial and perivascular cells, and positive

staining for human herpesvirus 359

Some patients with stasis dermatitis may develop
AAD, and other differential diagnoses include lichen
planus, pigmented purpura, and deep mycosis. To dis-
tinguish it from Stewart-Bluefarb syndrome, imaging
studies are required. Treatment consists of correcting
the underlying vascular pathology through surgical in-
terventions, selective embolization, or sclerotherapy;
symptomatically, compression and elevation help. An-
tibiotics (erythromycin) or dapsone combined with to-
pical corticosteroids and compression measures have

also been used 25810

CLINICAL CASE

We present the case of a 33-year-old male patient with
a history of deep vein thrombosis in the left leg nine
years ago, complicated by pulmonary embolism. Re-
ferred from vascular surgery to dermatology due to a

two-year history of an ochre-colored hyperpigmented
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macule on the medial malleolus of the left foot, ex-
tending to the dorsum of the foot as a violaceous plaque
(Fig. 1). Within two months, the lesion progressed to
an ulcer with irregular borders located from the first to
the fourth toe, covered with meliceric crust, with se-
ropurulent exudate, accompanied by edema and func-

tional impairment (Fig. 2). Pedal pulses were present.

In the complementary tests, the secretion culture
showed Enterococcus faecalis sensitive to vancomycin;
the histopathological report of the lesion revealed a
proliferation of dilated small-caliber vessels with pro-

minent endothelium on edematous dermis, surrounded
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by endothelial cells in areas where the vessels form
nodules, with extravasated erythrocytes and hemosi-
derin deposits (Figs. 3 and 4). A new consultation with
vascular surgery was conducted, and an angio-CT scan
showed evidence of compression of the left iliac vein,

positioned between the left iliac artery and the L5 ver-
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tebral body, leading to the diagnosis of May-Thurner
Syndrome (MTS) (Fig. 5).

The treatment consisted of wound care with debri-
dement and parenteral antibiotics, which improved
the infection, in addition to dapsone. Vascular surgery
performed embolizations and placed a vena cava filter,

with resolution of the lesion at the 3-month follow-up.

DISCUSSION

Acroangiodermatitis is a benign, rare cutaneous vas-
cular disorder classified within reactive angioprolife-
rative diseases. The Mali type variant is more common
in adult men, affecting the distal lower extremities and
associated with chronic venous insufficiency (CVI).4
Since CVI is the most prevalent vascular disease, AAD is
more likely to appear as a rare complication in patients
with chronic venous stasis and venous hypertension in
the lower limbs," as in this patient, whose trigger was
found to be May-Thurner Syndrome (MTS).

MTS, also known as Cockett Syndrome or iliac vein
compression syndrome, most often refers to the phe-
nomenon of left iliac vein compression by the right
common iliac artery above and the fifth lumbar vertebra
below, with the left side being more frequently affected.
It predominantly occurs in women between the third
and fifth decades of lifer Although the prevalence is
relatively high, it is often underdiagnosed as most cases
are asymptomatic;**> however, in 2-5% of cases, it re-
sults in CVI (varicose veins, leg pigmentation, venous
ulcers) or deep vein thrombosis (DVT) due to chronic
venous tissue damage caused by constant arterial pul-
sationlo®13 Optimal treatment includes thrombus re-
moval (catheter-directed thrombolysis or mechanical
aspiration) if DVT is present, followed by correction of
the underlying iliac stenosis via balloon dilation, vena

cava filter, or stent placement .o

Although the literature suggests that MTS should be
considered in cases of left lower limb DVT 23 our pa-
tient, who had this history complicated by pulmonary
embolism at a young age, was not initially considered

for this diagnosis and did not receive the corresponding
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treatment. After dermatological assessment, with histo-
pathology revealing Mali-type AAD, a new evaluation by
vascular surgery was requested to investigate the under-
lying cause of CVI, ultimately revealing iliac compression,
diagnosing, and optimally treating MTS, thereby pre-
venting other thromboembolic complications and su-

pporting the resolution of the cutaneous pathology.

CONCLUSION

AAD is a rare angioproliferative dermopathy, with the
Mali type variant typically beginning in the left lower
extremity and subsequently becoming bilateral in res-
ponse to chronic venous insufficiency. In our patient,
MTS and DVT were identified as factors contributing to
CVL. In this case, as in the majority of published cases,
the diagnosis of AAD is initially incorrect or delayed,
either due to nonspecific symptoms that mimic other
cutaneous conditions or lack of awareness of its exis-
tence, making it a challenge—especially if MTS is not
considered as a potential trigger. Therefore, a high
degree of suspicion is necessary, and AAD should be
considered as a differential diagnosis in angioprolife-
rative lesions resulting from venous insufficiency and
stasis dermatitis, to avoid inadequate treatments and
complications, address the underlying cause, and im-

prove prognosis and quality of life.
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