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LETTER TO THE EDITOR

Extensive Pigmented Purpuric Dermatosis Successfully

Treated with Pentoxifylline
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Hyun-Chang Ko, M.D., Byung-Soo Kim, M.D., Moon-Bum Kim, M.D.
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Institute, Busan, Korea

Dear editor:

Pigmented purpuric dermatoses (PPDs) are a group of
chronic and relapsing dermatoses which are morpho-
logically different but histopathologically indistinguishable'.
They are characterized by petechiae, pigmentation, and
occasionally, telangiectasia, and typically localized to the
lower limbs. The cause of PPDs is largely unknown. These
dermatoses are histopathologically similar to perivascular
lymphocyte infiltration, erythrocyte extravasation, and
hemosiderin deposition. Although clinical subclassification
attempts to account for clinical variations between PPDs,
overlapping categories may make differentiation challenging.
We describe 2 patients with PPD with extensive cuta-
neous involvement of both arms and legs, initially
diagnosed as angioma serpiginosum.

A 16-year-old female patient (case 1) presented with a
4-month history of asymptomatic red-brown hyperpigmented
patches on the arms and legs. She had no history of a
bleeding disorder, and her medical and family history was
unremarkable. She reported no trauma to the area and denied
intake of any medication. Upon clinical examination, well-
demarcated, brownish pigmentation over the extremities,
especially on the arms, was observed (Fig. 1a~c). Dermo-
scopy showed multiple small purpuric globules over an
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orange-brown background (Fig. 1d). No abnormalities
were found on routine laboratory tests. A punch biopsy
sample obtained from the left arm showed mild epidermal
hyperkeratosis, orthokeratosis, and perivascular lymphocyte
and histocyte infiltration in the papillary dermis with focal
extravasations of erythrocytes (Fig. 1e), suggesting PPD.
The patient was treated with pentoxifylline 400 mg bid for
1 month. In a follow-up visit, she showed significant
improvement of the lesion.

A 20-year-old female patient (case 2) had a 2-year history
of red-brown hyperpigmented patches in a band-like
pattern on the arms and legs without subjective symptoms.
Clinical examination showed grouped pigmented, purpuric,
and slightly erythematous lesions on the extremities (Fig.
2). The patient reported no history of infection, trauma, or
medicine intake. Routine laboratory examination showed
no abnormalities, and skin biopsy confirmed PPD. She
was treated with pentoxifylline 400 mg bid. After 2
months of treatment, the lesion disappeared.

The present cases are good examples of the difficulties in
the clinical subclassification of PPD. The well-demarcated,
brownish to erythematous patches occurring in a band-
like pattern clinically mimicked angioma serpiginosum, or
unilateral nevoid telangiectasia (UNT), but the histo-
pathologic examination confirmed PPD. Histopathologically,
angioma serpiginosum shows solitary or widely grouped
dilated capillaries in the papillary dermis, but there is no
erythrocyte diapedesis or hemosiderin pigmentation”.
UNT reveals numerous thin-walled dilated vessels in the
upper and middle dermis, and to a lesser extent, in the
deeper part of dermis®. Dermoscopy may provide additional
clinical information for the differential diagnosis. Dermo-
scopic examination of PPD shows purpuric globules over
a purpuric, and later, orange-brown background, as
observed in our two patients®. Dermoscopic evaluation of
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Fig. 1. (@~c) Brownish hyperpigmented patches on both arms and legs in case 1. (d) Dermoscopy showing multiple purpuric globules
over an orange-brown background. (e) Histopathological analysis showing perivascular lymphocytic infiltrates with extravasation of

erythrocytes in the papillary dermis (H&E, x400).

angioma serpiginosum reveals numerous, small, relatively
well-demarcated, round to oval red lagoons®. To our
knowledge, dermoscopic features of UNT have not been
described in the Korean or English literature. We think
that multiple superficial telangiectatic vessels could be
observed on dermoscopy as UNT is characterized by
superficial telangiectatic lesions distributed along the
dermatomes, usually on the upper body.
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Fig. 2. (@~c) Red-brown hyperpig-
mented patches on the extremities in
case 2.

Because the clinical and histopathological differences
between PPDs are minor and frequently overlap, differen-
tiation is often difficult. One of the subtypes of PPD is
Schamberg disease, and the lesions in this disease appear
mostly on the lower legs. However, Schamberg lesions
may occur anywhere on the body with pinhead-sized
reddish puncta resembling grains of cayenne-pepper. The
disease is generally asymptomatic and persistent'. Osment
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et al.” suggested another subgroup called transitory PPD
or Schamberg-like dermatitis. The major differences
between Schamberg disease and transitory PPD are that
transitory PPD is usually pruritic and has a more favorable
prognosis in that it tends to clear within a few months
after onset’. Abe et al.® reported an interesting case of a
23-year-old female with a 4-month history of well-
demarcated, brownish hyperpigmented, reticulated pig-
mentation over the bilateral forearm, thigh, and trunk. As
with our first patient, the lesion mimicked angioma
serpiginosum, and did not meet the typical characteristics
of the established subtypes of PPD. They concluded that
the diagnosis of transitory PPD was most compatible
because the patient had slight pruritus and the lesion
disappeared 17 months after the initial occurrence. We
excluded the diagnosis of transitory PPD because the
patient reported in this study did not have pruritus.
Unilateral linear capillaritis, also named quadrantic
capillaropathy or unilateral pigmented purpuric eruption,
is clinically characterized by an extensive linear or
segmental distribution of pigmented purpuric macules and
a favorable course’. To date, 12 cases of unilateral linear
capillaritis have been reported®. The macules are fre-
quently located on the lower extremities, but distribution
on an upper extremity has also been reported®. However,
as the names “unilateral linear capillaritis” or “quadrantic
capillaropathy,” suggest, the disease usually involves only
1 extremity. Our cases are unusual because all extremities
were involved. There was no trauma, coagulation defect,
or contact dermatitis.

The cause of PPD is unknown, but cell-mediated
immunity might play a role’. The infiltrate in PPD consists
of lymphocytes and histiocytes. This inflammatory infiltrate
leads to vascular fragility and subsequent leakage of
erythrocytes. Treatment of PPD often yields unsatisfactory
outcomes, although preventive management of the sus-
pected causes might help in some cases'. Topical
corticosteroid therapy may be of some help, especially for
pruritus, but as always prolonged use should be avoided.
An encouraging effect of pentoxifylline, which is supposed
to affect T-cell adherence to endothelial cells and kera-
tinocytes, has been described'®'*. The therapeutic effect of
pentoxifylline was obvious in these two patients because
the lesions in both disappeared within 1 and 2 months of
treatment. During follow-up (5 months for case 1 and 2
years for case 2), recurrence was not observed. The
present cases are notable for their extensive cutaneous
involvement which showed good response to pen-
toxifylline. These cases illustrate that PPD should be

considered in the differential diagnosis of a linear pig-
mentary disorder involving all extremities.
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