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Figure. Clinical images show slightly atrophic hyperpigmented macules following the lines of Blaschko on the right side of
the (A) trunk and (B) upper arm. Histopathologic images of punch biopsy specimen show (C) normal epidermis and
dermis with a slight hyperpigmentation of the basal epidermis layer (hematoxylin-eosin stain), and (D) preserved elastic

fibers in the reticular dermis (Elastic van Gieson stain).

A woman in her late 20s presented with an asymptomatic hyperpigmentation on the
right side of the trunk, right upper arm, and right leg, strictly following the lines of Blaschko
(Figure, A and B). A slight atrophy of the hyperpigmented skin was palpable without
any signs of induration.

The first onset was in her childhood, at the age of 6 years, with a small hyperpigmen-
tation on the right side of her lower chest remaining stable for years. In her early 20s the
area of hyperpigmentation started to spread slowly over the above-mentioned areas and
became more and more intense. Intravenous penicillin G therapy with 10 million units 3 times
daily over 1week combined with a UV-A1phototherapy in 18 sessions with amaximum dose
of 40 J/cm? and a cumulative overall dose of 670 J/cm? showed no effects. A punch biopsy
was obtained (Figure, C and D).

WHAT IS YOUR DIAGNOSIS?

A. Epidermal nevus

B. Linear atrophoderma of Moulin

C. Lichen striatus

D. Segmental incontinentia pigmenti

Diagnosis superficial perivascular lymphocytic infiltrates. The dermis other-
B. Linear atrophoderma of Moulin wise remained normal, and elastic fibers were preserved. Signifi-

cant papillomatous epidermal hyperplasia was not apparent, and the
Discussion specimen was minimally inflammatory, without evidence of lichen-

Microscopic examination showed a hyperpigmentation of thebasal  oid or interface change, or significant perivascular or perieccrine
layer of the epidermis. In the dermis there were only very sparse  lymphocytic infiltrates (Figure, C and D). Together with the clinical
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image and histopathologic analysis, the diagnosis was linear
atrophoderma of Moulin.

In 1992 Moulin et al' described a segmental hyperpigmented
atrophy named atrophoderma of Moulin. The age at onset usually
is in childhood or adolescence. The clinical picture shows atrophic
hyperpigmentations following the lines of Blaschko. Ultrasono-
graphic imaging suggests that the clinical atrophy is not associated
with dermal changes as seen in scleroderma, but rather owing to
subcutaneous atrophy. Microscopic findings therefore are unspe-
cific and mostly reveal a basal hyperpigmentation without inflam-
matory or sclerotic changes. Most likely atrophoderma of Moulinis
identical to published segmental forms of atrophoderma idio-
pathica Pasini-Pierini.>> Atrophoderma idiopathica Pasini-Pierini—
first described in 1923 and 1935 by the 2 authors subsequently—
was discussed as a nonatrophic macular hyperpigmented variant
of morphea. However, Canizares et al* believed that it differs suffi-
ciently from morphea and should be classified as a distinct entity.
It is noticeably more frequent in female patients. Manifestation
usually also begins in childhood or adolescence. The dermal atro-
phy manifests as single or multiple sharply demarcated, round or
oval, hyperpigmented, nonindurated patches of varying sizes
ranging from a few millimeters to several centimeters. The lesions
may be discrete or confluent and are usually asymptomatic and do
not show any signs of inflammation. These patches are marked by
a slight depression of the skin. Histopathologic changes are mini-
mal and not diagnostic. The epidermis is usually normal or slightly
atrophic. A mild perivascular infiltrate consisting of lymphocytes
may be present. When compared with adjacent normal skin, der-
mal thickness is reduced. Adnexal structures are not affected.*>

Besides intravenous penicillin and UV therapy, as in this case,
oral potassium para-aminobenzoate (POTABA), high-dose vita-
min E (400 IU/d), topical clobetasol propionate, and topical calci-
potriol are reported to show a positive effect. However, there are

no evidence-based guidelines or standard therapies for atropho-
derma Moulin.®

Insum, atrophoderma Moulin is asegmental genotypic and phe-
notypic mosaicism. Although discussed as a segmental variant of
morphea or atrophoderma idiopathica Pasini-Pierini, its etiology
still remains unclear.

Epidermal nevi distributed along the lines of Blaschko show a
broad spectrum of clinical manifestation. They vary from linearly
distributed elevated hyperkeratotic, verrucous or erythemato-
squamous plaques to solely hyperpigmented macules. A mostly
hyperpigmented variant is Becker nevus. It manifests with hyper-
pigmented macules in childhood but becomes clinically more
apparent after puberty owing to the growth of adnexal struc-
tures, especially follicular-sebaceous units, possibly related to the
androgen stimulus.” Atrophy, however, is not reported so we
could exclude this differential diagnosis.”

Lichen striatus can result in postinflammatory hyperpigmen-
tation. However, before developing a hyperpigmentation lichen
striatus usually presents linearly distributed erythemato-
squamous lichenoid or even psoriasiform papules and plaques.
Histologically, epidermal changes show spongiosis and interface
dermatitis. In late stages, melanophages remain in the upper der-
mis as a result of pigment incontinence from epidermal keratino-
cytes. Inflammatory or palpable lesions have never been men-
tioned in this patient.®

Incontinentia pigmenti could easily be excluded clinically as
well as histologically. It usually starts with a blistering inflammation
of the skin evolving through 4 stages ending with postinflamma-
tory linear hyperpigmentation with melanophages in the upper
dermis. In most patients, early inflammatory stages are present at
birth or develop in the first months of life.? Segmental postzygotic
mosaicisms have been reported especially in male patients, where
incontinentia pigmenti is normally lethal.>1°
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