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Sir,
Dowling-Degos disease (DDD) is a rare autosomal
dominant disorder, classically characterized by acquired
reticular hyperpigmentation starting in flexural
areas [1]. Herein, we report a rare classic case of DDD
with dermoscopic description.

A 42-year-old female patient presented with
asymptomatic pigmented lesions started initially in
the axillar area. They grew progressively to involve
the full body. She had a family history of similar
pigmentary disorders in her mother and a personal
history of epidermoid cysts. Physical examination flat
hyperpigmented macules over neck, trunk, and limbs
in a reticulate pattern (Figs. 1a and b). Hypopigmented
macules with surrounding hyperpigmentation were
present over the limbs (Fig. 2). Face, extremities,
oral mucosa, hair, and nail were spared. Dermoscopy
revealed brownish irregular pigment surrounding the
hypopigmented center with a reticular distribution
(Fig. 3). Histologic examination of biopsy specimens
revealed melanin in the epidermis, dermal
melanophages, and perivascular lymphohistiocytic
infiltrate compatible with the diagnosis of DDD.

DDD occurs initially in the third to fourth decade of
life [1]. The hyperpigmentation is composed of lentigo-
like brown macules with inconstant brown hyperkeratotic
papules in the axillae. The pigmentation extends to the
rest of the body to involve inframammary folds, trunk,
arms, and thighs. Flexural areas may be pruriginous.
Comedone-like lesions in the back and neck, pitted
perioral scans, epidermoid cysts, and hidradenitis
suppurativa have been reported in some patients [2].

Figure 1: (a and b) Clincial image showing hyperpigmented macules
over neck, trunk and arms.

Figure 2: Hypopigmented macules surrounded by hyperpigmented
on the thighs.

DDD is caused by a loss-of-function mutation in the
non-helical head domain of the keratin 5 gene [3].
Histologically, there is an increase in melanin in the basal
cell layer, elongation of rete ridges, dermal melanophages,
and perivascular lymphohistiocytic infiltrate [4]. The
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Figure 3: Dermoscopy showing brownish irregular pigment surrounding
the hypopigmented center with a reticular distribution.

differential diagnosis includes acanthosis nigricans
when only the intertriginous areas are involved but
the lesions are papillomatous .and velvety. Freckles in
neurofibromatosis type 1 involving axillae and groin but
other features make the diagnosis easy. Haber syndrome
is characterized as well with hyperpigmentation on the
trunk and proximal limbs and photosensitive rosacea like
facial lesions during adolescence. If the patient complains
of pruritus with reticulated hyperpigmentation, prurigo
pigmentosa has to be suspected and a diagnosis is made
with a skin biopsy revealing lymphocytic infiltrate with
multiple necrotic keratinocytesr [4]. There are only a few
descriptions of dermoscopy of DDD revealing irregular
brownish projections around the hypopigmented
center. The irregular brownish projections correspond
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to the elongated rete ridges with pigmentation at tips
surrounding a whitish center related to the follicular

plugs [1].
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