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DOWLING DEGOS DISEASE
(Report of 5 cases in a family)

A'S Kumar, R K Pandhi, M Jacob and M K Singh

Fifteen members of a large family were known to be affected by a reticulate pigmentary
anomaly, chiefly of the flexures, of whom five members were examined and found to be

affected by Dowling Degos disease.
mission, with female preponderance.

The family tree supports autosomal dominant trans-
The unusual features noted include distribution of

the lesions to the acral parts, palmar pigmentation and seborrhoeic keratoses like lesions.
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Dowling Degos discase (DDD) is a rare
genodermatosis, characterized by spotted and
reticulate pigmentation of the flexures.* An
earlier family report in which eleven members
were affected by the disease suggested an auto-
somal dominant transmission.> Other reports
were also suggestive of the genetic nature and
familial distribution of the disease, though the
exact pattern was not made out. To our
knowledge, there is no earlier report on this
condition from India. We examined 5 cases of
DDD belonging to 3 generations of a large
family. In addition, ten other members of the
family were also known to be affected.

Case Reports
Case 1

A 58-year-old north Indian woman had
noticed pigmented macules developing and
persisting in the peri-orbital regions, axillae
and groins, starting at the age of 12-13 years.
Later, in adult life, the cubiial fossae, the infra-
mammary regions, the neck, the forehead, the
trunk and the limbs were involved. progressively,
the macules coalescing to give rise to a reticulate
pigmentation. Subsequently, at the age of about
50 years, she developed multiple pigmented
papular and wariy lesions on the neck, the
trunk and extremities. These were 2-5 mm in
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Dowling Degos disease,

diameter and resembled seborrhoeic keratosis
(Fig. 1). Both her mother and grand-mother

Fig. 1. Hyperpigmented macules and soft pigmented
papules.

had been similarly affected with pigmentation,
though her mother, who died at a relatively
early age, did not develop seborrhoeic keratoses-
like lesions. There was no history of consan-
guinity. Only 2 males were known to be affected
in the family and both of them had mild disease,
limited to a few pigmented macules on the face
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CHART SHOWING FAMILY TREE OF PATIENTS WITH DOWLING DEGGS
DISEASE
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Fig. 2. Family tree suggesting autosocmal dominant

and flexures (Fig. 2). Examination revealcd
that the patient had, in addition to the pigmen-
tation and seborrhoeic keratoses-like lesions,
diffuse palmo-plantar keratoderma with discrete
pigmented macules, 2-4 mm in diameter, on the

palms.  There were no significant systemic

findings.
Cases 2, 3 and 4

Paticnts 2, 3 and 4 were three daughtcrs of
case 1, aged 31 years, 29 years and 26 years
respectively. All of these patienis had noted
pigmented macules in the peri-orbital region
between the ages of 10-12 years. Subsequently,
they developed pigmentation of the flexures;
lesions beginning as hypopigmented macules
which gradually became hyperpigmented(Fig. 3).
Numerous hypopigmented macules 1-3 mm in
diameter were noted on the forearms and legs
in cases 3 and 4. All the three patients had

inheritance.

Fig. 3. Sisters showing pigmentation and seborrhoeic
keratosis-like lesions.

prominence of the palmar creases and case 2,
in addition, had pigmented macules on the palms.
None of them had ihe wide-spread pigmenta-
tion or seborrhoeic keratoscs-like lesions, mani-
fest in their mother.
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Case 5

Tuis padent was it il-year-old daughicr
of cise 2 who had begun to develop hyper-
pigmenied macules on the face a few months
ago. No oiher abnormality was seen in her.

Routine hacmogram, urine and sicols exami-
nation and skiagram of the chest in all ithe 5
pasients were within normal limits. Skin biopsies
taken from the pigmented macules in cases 1,
2 and 4 showcd characieristic features of Dow-
ling-Degos discase, namely typical delicate
pigmented epivhelial down-growihs, rescmbling
adenoid seborrhoeic keratoses (Fig. 4). Skin

Fig. 4. Epidermis showing slight acanthosis, its pro-
jections into the dermis and intense pigmenta-
tion (FI and E > 100).

biopsy of a seborrhoeic keratoses-like lesion
from the chest in case 1 revealed a similar
picture (Fig. 5). Biopsy from a maculc in case 3,
who was relatively mildly affecied, was un-
remarkable,

Comments

Dowling Degos disease is a distinci clinical
entity charecicrised by reticulaic and spotied
pigmeniation of the flexures, more commonly
seen in females.®% Wilson Jones and Grice?
in their review of the DDD noted familial
occurrence of the disease. Latcr reports by
Crovato ¢t al® and Brown? pointed to an auto-
somal dominant fransmission. The report by
Brown of a family with six mcmbers being
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Fig. 5. Biopsy of a papule shewing similar picture of
acanthosis and digitate budding into the dermis
(H and E x 100),

affecied suggesied an auiosomal dominant
irait with possibly variable penetrance, variable
expressivity and delayed onset. Our report also
supporis the same, with a relatively mild disease
in the affccied males.

The other features of inicrest arc disiribution
of ihe lesions to areas other than flexures, iheir
occurrence on the palms also and hyperlinear
palms in all the patienis. This brings into focus,
the view regarding the overlap of ceriain clinical
feaiures of the various pigmeniary genoder-
matoses.>? Rebora and Crovato® in a recent
review, studied a number of patients and familics
with an overlap between Dowling Degos disease,
Haber’s syndrome and Kiiamura's acropig-
mentaiion and suggested that the term DDD
should be exiended io a group of auiosomal
dominant genodermatoses that are characterised
clinically by reticulate pigmented macules,
hyperkeratotiic follicular lesions or pitted scars,
and facial eryihema in varying degrces of clinical
severiiy, and histopathologically by a constant
picture of digitate budding and exiensive proli-
feraticn of the epidermis and follicular walls.

Cne of our patients (case 1) had numerous
seborrhoeic keratoses-like lesions, which from
the family history seemed to be inherited along
with the pigmeniary anomaly, manifesting only
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later in life.  Muitiple seborrhoeic keratoses
have been described in the case reported by
Howell and Freeman! and in one of the ten
cases reported by Wilson Jones and Grice,3
though they make no comment on the inheri-
tance of these lesions along with the pigmentary
anomaly. None of our patients had the pin-head
sized pigmenied comedones and pitted folli-
cular pores described by Wilson Jones and Grice®
and other authors.5?

Because of the histopathological resemblance
of DDD to adenoid seborrhoeic keratoses, it
would be worthwhile to follow-up these cases
to see if widespread seborrhoeic keratoses
develop in these patients in later life.
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