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Abstract
Dowling-Degos disease and Reticulate acropigmentation of Kitamura are autosomal dominant form of pigmentary disorders. DowlingDegos disease is characterized by reticulate pigmentation usually in ﬂexural areas with pitted perioral acneform scars. Reticulate
acropigmentation of Kitamura shows reticulate hyperpigmentation on dorsa of hands and pits on the palms and soles. Here we are
reporting a case which has the ﬁndings of both the diseases .
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Introduction

Case Report

Dowling-Degos disease (DDD)is an autosomal dominant form
of reticulate pigmentary genodermatosis with variable
penetrance. The reticulate pigmentation usually has a ﬂexural
distribution. Comedo like lesions in neck and pitted perioral
acneform scars has also been described. The disorder usually
appears and/or worsens after puberty. DDD, dyschromatosis
symmetrica hereditaria (DSH), dyschromatosis universalis
hereditaria (DUH) and reticulate acropigmentation of
Kitamura (RAPK) share clinical features with each other; yet,
they have different pathology ﬁndings.1,2 Histopathology is a
diagnostic testing with a distinctive form of acanthosis,
characterized by downward elongations of thin rete ridges
with reticulated or fenestrated patterns, with a concentration of
melanin at the tips and occasional follicular plugging and horn
cysts.3

A 22-year-old female presented with tiny brown ﬂat and few
depressed lesions over her face, neck, axillae, dorsa of hands and
feet and bilateral ulnar aspects of forearm since the age of 10
years. She even complained of tiny scars around the mouth since
the age of ten years. There was no history of consanguinity.
There was no history of similar illness in family members. On
cutaneous examination, hyperpigmented macules with atrophy
in some lesions over face, neck, upperchest, upper back, bilateral
axillae (Figure no.1), ﬂexures of bilateral forearm, dorsa of
bilateral hands and feet were present (Figure no.2). Comedo like
lesions and perioral acneform scars were present over face
(Figure no.3). There were pits over bilateral palms (Figure no.4).
Hair and nails were normal.

Reticulate acropigmentation of Kitamura(RAPK) is a rare
pigmentary disorder that has an autosomal dominant pattern of
i n h e r i t a n c e . Ty p i c a l f e a t u r e s i n c l u d e r e t i c u l a t e
hyperpigmentation , atrophic macules on dorsa of hands and
pits on the palms and soles in the ﬁrst or second decade of life.

Figure 1: Reticulate pigmentation
over axilla.
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Histopathological examination showed circumscribed foci of
epidermal proliferation and hyper pigmentation. The epidermis
showed subtle proliferation in the form of delicate elongated and
conﬂuent rete ridges that showed antler like branching at places.
The pigment was seen to be concentrated at the bottoms of rete
ridges and also in the melanophages in papillary dermis (Figure
no.5). Based on the clinical ﬁndings and histopathological

Figure 2: Reticulate pigmentation
of dorsum of hands.
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Figure 3: Perioral and facial acneform scars.
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reported in the gene locus mapping to chromosome 17p13.3 and
chromosome 1q21 with mutations located in the DSRAD gene.7
Galli- Galli disease is a rare acantholytic variant of DDD.8
RAPK has mostly been reported in Asian ethnic groups. It
usually develops during the ﬁrst and second decades of life and is
characterized by reticulate hyperpigmented macules over the
dorsa of hands and feet with few palmoplantar pits. It has been
postulated that sunlight may play a role in aggravating this
condition and therefore lesions gradually darken over time.9
Our patient had diffuse reticulate pigmentation of face, ﬂexures
with dark comedo-like lesions and perioral pitted acneiform
scars resembling DDD and reticulate acral pigmentation over the
dorsa of both hands and feet with few palmar pits resembling
RAPK. Treatments options include topical adapelene, 20%
azelaic acid, systemic retinoids and Erbium doped yttrium
aluminum garnet(Er:YAG).10 None of the treatment options
available are effective. Our patient had an overlap of features of
DDD and RAPK, which has been rarely mentioned in the
literature.

Figure 4 : Pits over the palm.
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Figure 5 : epidermis with subtle proliferation in the form of
delicate elongated and conﬂuent rete ridges that showed antler
like branching at places. The pigment was seen to be
concentrated at the bottoms of rete ridges and also in the
melanophages in papillary dermis (H&E;100X)
ﬁndings diagnosis of Dowling-Degos disease with over lapping
features of reticulate acropigmentation of Kitamura was made.
Discussion
DDD and RAPK are autosomal dominant reticulated pigmentary
disorders. In the past, there has been a few case reports of
patients exhibiting features of both DDD and RAPK, indicating
that they may be the same disease with variable phenotypic
expression.4 DDD was ﬁrst described by Dowling in 1938 and
Degos in 1954. It is mainly characterized by reticulated
hyperpigmented macular lesions predominantly distributed over
the ﬂexures (neck, axilla, cubital fossa, groin).5 It may also show
open comedolike lesions of the face and neck and pitted perioral
acneiform scars. The genetic defect in DDD is due to the loss of
function mutations in the keratin 5 gene (KRT5) situated in the
keratin gene cluster on chromosome 12q13, resulting in
haploinsufﬁciency.6 Another genetic defect of DDD has been
95
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