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ABSTRACT A 26-years-old young man came with complaints of abnormal dark skin colour (hyperpigmentation), par-
ticularly in the back of the hands and intertriginous folds between digits, progressively spreading since 

last five years without any family history of the same. He was diagnosed with clinical diagnosis of hyper-pigmented 
disorder under evaluation most probably medication induced. He had no personal and family history of such skin dis-
ease or diabetes mellitus. We received a skin biopsy of 0.3 x 0.3 cm which was totally embedded for histopathology 
reporting. Section studied through skin reveals epidermis, dermis and subcutaneous tissue. Epidermis shows hyperker-
atosis, irregular acanthosis with focal filliform down growth of epidermis. Multiple keratin horn cysts were seen in the 
down growth. The tips of rete ridges showed pronounced hyperpigmentation. Histopathological impression was given 
as Dowling-Degos disease (DDD). DDD is a rare genetic skin condition without definite cure, although its prevalence is 
unknown. So we report a DDD case in a young man with clinico-pathological correlation.

Introduction: 
Dowling-Degos disease (DDD) appears to be a rare ge-
netic skin condition, although its prevalence is unknown. 
Dark dot disease, DDD, Dowling-Degos-Kitamura disease, 
reticular pigment anomaly of flexures and reticulate acro-
pigmentation of Kitamura are the various names used by 
people worldwide. DDD and its variants can either be in-
herited from one parent (autosomal dominant) or appear 
without a family history (sporadic). It is not curative as it is 
a genetic disorder.1-4

 The onset of classic DDD is in adult life, most commonly 
in the 20s or 30s but sometimes later. It slowly becomes 
more extensive with time but not life threatening. DDD 
only affects the skin and there are no internal effects. Skin 
affected by DDD can be itchy, especially in summer when 
the effects of heat, perspiration and friction aggravate the 
pigmentation and itch. Blistering is not a feature of this 
disease.1-2

DDD is a skin condition characterized by a lacy or net-
like (reticulate) pattern of abnormal hyperpigmentation, 
particularly in the body’s folds and creases. These skin 
changes typically first appear in the armpits and groin area 
and can later spread to other skin folds such as the crook 
of the elbow and back of the knee. Less commonly, pig-
mentation changes can also occur on the wrist, back of 
the hand, face, scalp, scrotum (in males), and vulva (in fe-
males). 3-4

In our case, the back of hands and intertriginous areas be-
tween digits was the site of localized skin involvement with 
hyperpigmentation (Fig. 1 inset). No internal effects were 
seen with no family history of such skin lesions (sporadic 
case) in our case.

Case report: 
A 26-years-old young man came with complaints of abnor-
mally dark skin coloring (hyperpigmentation), particularly 
in the back of the hands and intertriginous folds between 
digits, progressively spreading since last five years without 
any family history of the same. These areas of hyperpig-
mentation do not darken with exposure to sunlight and 
caused no health problems. It was not associated with skin 

irritation and itchiness. Since the patient used to live in a 
red light area of Kamathipura area of Mumbai, he thought 
it was some sexually transmitted skin infection. He had no 
alleged sexual contact with prostitutes in his area. He was 
diagnosed with clinical diagnosis of hyper-pigmented dis-
order under evaluation most probably medication induced. 
He had no personal and family history of such skin disease 
or diabetes mellitus.

We received a skin biopsy of 0.3 x 0.3 cm which was total-
ly embedded for histopathology reporting. Section studied 
through skin reveals epidermis, dermis and subcutaneous 
tissue. Epidermis shows hyperkeratosis, irregular acantho-
sis with focal filliform down growth of epidermis (Fig. 1). 
Multiple keratin horn cysts (Fig. 2) were seen in the down 
growth. The tips of rete ridges showed pronounced hyper-
pigmentation. Histopathological impression was given as 
Dowling-Degos disease.

Figure 1: Microphotograph - Epidermis shows hyper-
keratosis, irregular acanthosis with focal filliform down 
growth of epidermis (arrow). Fig.1  Inset : Clinical pho-
tograph shows hyperpigmentation in the back of the 
hands and intertriginous folds between digits.
Figure 2: Microphotograph - Multiple keratin horn cysts 
(arrow) were seen in the down growth of epidermis. 
The tips of rete ridges showed pronounced hyperpig-
mentation.
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Discussion: 
Dowling 1 first delineated this genodermatosis as a distinct 
entity in 1938. In 1954, Degos and Ossipowski 2 described 
a patient with a similar case. Few patients with reticulate 
pigmented anomaly, also known as Dowling-Degos disease 
(DDD), have been reported.

Dowling-Degos disease (reticulate pigmented anomaly) is 
a rare condition affecting both sexes but more common 
in females. DDD tends to develop early in adult life, with 
the onset of pigmentation occurring in individuals before 
they are aged 24 years. The flexural pigmentation has its 
onset from childhood to adult life. It may be intense, with 
a brownish black color and sometimes steel blue or navy 
overtones. However, if the condition is less severe, it is 
stippled in shades of brown. No verrucous or velvety papil-
lomatosis is present, as might be seen in  acanthosis nigri-
cans.1-2

Dowling-Degos disease (reticulate pigmented anomaly) is 
characterized by flexural pigmented reticulate macules and 
sometimes comedo-like papules on the back and/or the 
neck (dark dot follicles). Some patients have pitted perio-
ral scars. Pruritus of affected flexural areas may be the only 
symptom. In both male and female patients, pigmented 
reticulate macules may also be evident on the genitalia, 
where they may be seen alone. The pigmented eruption 
on the male external genitalia may be a cutaneous marker 
of underlying testicular carcinoma,3 although the associa-
tion is probably fortuitous. Bilateral nephroblastoma in fa-
milial Hay-Wells syndrome has been associated with famil-
ial reticulate pigmentation of the skin, 4  another possibly 
fortuitous association.

Typical clinical Dowling-Degos disease (reticulate pig-
mented anomaly) may histopathologically be Galli-Galli 
disease. Galli-Galli disease is a rare genodermatosis in the 
spectrum of reticulate hyperpigmentation, probably best 
regarded as an acantholytic variant of Dowling-Degos dis-
ease (reticulate pigmented anomaly). 5

Dowling-Degos disease (reticulate pigmented anomaly) is 
often familial and appears to be inherited in an autoso-
mal dominant manner. 6  A gene locus believed respon-
sible in one Chinese patient was mapped to 17p13.3. 7 
A genome-wide linkage analysis of two German families 
mapped this disease to 12q. 8 This region includes the 
keratin gene cluster, which was screened for mutations.

Loss-of-function mutations were identified in the kera-
tin 5 gene (KRT5) in all affected family members and in 
6 unrelated patients with Dowling-Degos disease (re-
ticulate pigmented anomaly). Another study found the 
same  KRT5  mutation in patients with reticulate pigmented 
anomaly and its acantholytic variant, Galli-Galli disease. 
9 This variant has a genotype/phenotype correlation with 
mutations in the keratin 5 (KRT5) gene.

No treatment is effective for Dowling-Degos disease (re-
ticulate pigmented anomaly). Topical retinoic acids, topical 
steroids, hydroquinone, tretinoin, and systemic retinoids 
have been used without success. Dowling-Degos disease 
has been successfully treated with the fractional Er:YAG la-
ser. The patient and his or her family should be educated 
about the common autosomal dominant nature of Dowl-
ing-Degos disease (reticulate pigmented anomaly). 10


