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Abstract

A 49-year-old man presented with progressive,
painful, ulcerative, retiform purpuric patches on the
torso and extremities. Multiple skin biopsies revealed
a prominent pan-dermal vascular proliferation but no
occlusive vasculopathy or cutaneous vasculitis.
Diffuse dermal angiomatosis should be considered in
the differential diagnosis of retiform purpura,
especially in patients with atherosclerotic disease or
underlying hypercoagulable states.
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Retiform purpurais a distinct cutaneous morphology
characterized by branched and stellate violaceous
patches. Common etiologies include acquired and
inherited forms of occlusive vasculopathy as well as
small and medium vessel cutaneous vasculitis,
especially when the purpura predominates on the
lower extremities. Generalized retiform purpura with
ulceration is uncommon and has been most
frequently described as a feature of calciphylaxis.

We describe a 49-year-old man who presented with
generalized retiform purpura as a sign of diffuse
dermal angiomatosis (DDA) in the setting of
advanced atherosclerosis.

A 49-year-old man presented with progressive

multiple painful retiform purpuric patches on the
trunk and extremities for 12 weeks (Figure 1). Prior
treatment with oral prednisone and chronic anti-
coagulation with apixaban resulted in no
improvement.  Anti-nuclear antibody  (ANA),
extractable nuclear antigen (ENA) panel, rheumatoid
factor, and anti-neutrophil cytoplasmic antibody
(ANCA) panel were negative. Serum protein
electrophoresis with immunofixation revealed a
monoclonal IgG lambda gammopathy but serum
cryoglobulins  were negative and the serum
kappa/lambda light chain ratio was normal. A
hypercoagulable panel was also found to be
unremarkable. Multiple punch biopsies were
obtained on the torso and extremities and revealed
a diffuse dermal vascular proliferation of larger
ectatic vessels admixed with tightly clustered small
caliber vascular proliferations as confirmed by CD34
staining (Figure 2). The specimens did not
demonstrate evidence of active vasculopathy or
vasculitis. Angiography demonstrated a distal right
radial artery occlusion and atherosclerotic stenosis of
the bilateral lower extremities.

Diffuse dermal angiomatosis is a rare form of
cutaneous reactive angiomatosis presenting as
purpuric retiform and stellate patches with variable
degrees of epidermal ulceration. The histology of
DDA is characterized by a benign diffuse
proliferation of small caliber blood vessels in the
dermis without histologic evidence of vasculitis or
vascular occlusion. The vascular proliferation is
posited to be secondary to chronic tissue hypoxia
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Figure 1. Multiple, reddish-purple to dusky violaceous, stellate patches with variable central ulcerations on the right upper extremity,

left upper extremity, left back, and lower extremities.

triggering increased vascular endothelial growth
factor (VEGF) production from endothelial and
dermal fibroblasts [1]. Accordingly, DDA has been
described in association with smoking, peripheral
vascular disease, and hypercoagulable states leading
to impaired vascular perfusion such as is seen in
antiphospholipid syndrome, monoclonal
gammopathy, or calciphylaxis [1].

Classic presentations of DDA are usually unilateral
[2]. Common locations include the thighs, buttocks,
and lower extremities of elderly men and the breasts
of middle-aged women who smoke or have
macromastia [3]. Rarely, DDA can be more
generalized owing to the presence and severity of
multiple risk factors for DDA [2]. In this case, the

patient had evidence of advanced peripheral
vascular disease as confirmed with angiography. He
was an active smoker and also had an underlying
monoclonal gammopathy, which could predispose
to vascular sludging and micro-vascular occlusion.
Generalized presentations of DDA most closely
mimic the clinical features of calciphylaxis, but
biopsies are generally discriminatory. Vasculopathy
and vasculitis are often also leading clinical
considerations; multiple biopsies of early and late
lesions can minimize the possibility of sampling error
and help to establish angiomatosis as the principal
histologic finding. The treatment of DDA focuses on
improving  tissue  hypoxia. Revascularization
procedures are beneficial in the setting of advanced
peripheral vascular disease [4]. Anti-coagulation and

HHV-8

Figure 2. Punch biopsies demonstrated numerous variably ectatic dermal blood vessels lined with bland, plump endothelial cells
(torso) admixed with a diffuse dermal proliferation of smaller caliber vessels (upper arm). CD34 immunostain was positive. HHV-8 and
D240 immunostains were negative. No vasculitis or occlusive vasculopathy was identified.
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systemic corticosteroid therapy have been reported
to be helpful in some presentations [4]. Smoking
cessation is strongly advised.

DDA should be considered in a patient with painful,
progressive, ulcerated retiform purpura in the
following settings: (1) localized lesions on the
proximal lower extremities in elderly men with
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