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ABSTRACT

Dyschromatosis universalis hereditaria is a rare autosomal dominant genodermatosis seen most commonly in Ja-
pan. It may sometimes be inherited as autosomal recessive pattern, predominant in females. The spectrum of the
diseases includes dyschromatosis universalis hereditaria (DUH), dyschromatosis symmetrica hereditaria
(DSH/acropigmentation of Dohi) and a segmental form called as unilateral dermatomal pigmentary dermatosis
(systemic involvement). It is often characterized by hypo- and hyperpigmented asymptomatic macules, distributed
symmetrically on the extremities.Histological findings are thinning of epidermis with increased basal pigmentation
and few macrosomes. Papillary dermis showed somewhat coarse collagen and perivascular lymphomonocytic infil-
terate. Hereby, we report a rare case of DUH in male with autosomal recessive inheritance pattern and no systemic

complains.
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INTRODUCTION

Dyschromatoses are rare forms of genodermatoses char-
acterized by both hypopigmented and hyperpigmented
macules of various shapes and size (generally smaller in
size). The spectrum of the diseases includes dyschroma-
tosis universalis hereditaria (DUH), dyschromatosis
symmetrica hereditaria (DSH/acropigmentation of Dohi)
and a segmental form called as unilateral dermatomal
pigmentary dermatosis. DUH was initially reported in
1933 by Ichikawa and Hiragal™ in Japan but subsequent
cases from different parts of the world have also been
reported. It is often characterized by hypo- and hyper-
pigmented asymptomatic macules distributed symmetri-
cally on the extremities. The distribution is generalized
in DUH while it is localized to acral areas (dorsum of
palms and feet) in DSH.

Here in, we report a rare case of dyschromatoses univer-
salis hereditaria (DUH).

CASE REPORT

A 25 years old male, born out of a non-consanguineous
marriage, presented with multiple black and white col-
oured lesions on his body since 4 years. No history of
similar lesions in any family members.

The lesions were asymptomatic and started initially in
axilla (freckles like) and gradually increased in number

and involved the entire body surface area. There were no
other systemic complaints.

Cutaneous examination revealed multiple, discrete,
symmetrically distributed, small (0.5-1 cm), round to
oval shaped hypopigmented and hyperpigmented mac-
ules on extremities (Figure 1), axilla (Figure I1), groins,
dorsum of hands and feet with relative sparing of trunk,
palms and soles, hair, oral mucosa and genitals. Nails
(few) showed blackish longitudinal lines. No evidence of
atrophy and telangiectasia. Deep dermal tenderness was
negative.

Routine investigations like complete blood count, urine
(routine and microscopy), renal function test and liver
function test were normal.

On the basis of history and cutaneous examination, we
considered the differential diagnosis as dyschromatosis
universalis  herediteria, Xeroderma pigmentosum,
Dowling Degos disease, Galli Galli and Kitamura dis-
ease.

Biopsy was done to confirm the diagnosis. Histopatholo-
gy of hyperpigmented macule showed:

Thinning of epidermis with increased basal pigmentation
and few macrosomes. Papillary dermis showed some-
what coarse collagen and perivascular lymphomonocytic
infilterate (Figure I11, Figure 1V).
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On the basis of histopathology and clinical findings the
diagnosis was confirmed as DUH.

Figure-1.
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Figure-4.

DISCUSSION

DUH is a rare genodermatoses which has been most of-
ten reported in Japan. Although majority of the cases
have been inherited as autosomal dominant pattern, a few
have shown autosomal recessive pattern. Interestingly,
our patient had no similar family history.

Two most common types have being described, based on
the distribution of the lesion:

1) DUH: Hyperpigmented and hypopigmented(mixed)

macules present all over body.

2) DSH (Dyschromatosus Symmetrica Herediteria):

Macules present on aural areas."!

Total 37 cases were reported in Japan, of which 22 were
females and 15 were males. 82% of the patients had clin-
ical symptoms before the age of 6 years.' DUH may be
associated with abnormalities of dermal connective tis-
sue, nerve tissue, or be associated with other systemic
complains.® Palms and soles are relatively spared. But,
to our interest, our patients started developing lesions at
the age of 21 years (after adolescence) with no other sys-
temic complains.

Lesions of DUH have to be differentiated clinically and
histopathologically from xeroderma pigmentosum, since
primarily photo-exposed area is most commonly affected
in both the disorders. The lesions of DUH follows a be-
nign coarse with no atrophy and telangiectasia. It doesn't
worsens with age.!® Other differential diagnosis to be
considered are DSH, Xeroderma pigmentosum, Dyskera-
tosis congenital, generalized Dowling Degos, inconti-
nentia pigmenti, Kitamura disease, Galli Galli disease.!”’

The histopathological findings of the lesions are sugges-
tive of increase or decrease melanin pigmentation in ba-
sal layer (depending on the lesion from where biopsy is
taken). Sometimes, pigment incontinence is also seen.
Our patient’s histopathological findings were increased
in melanin pigmentation with macrosomes at few places.
NBUVB can be tried for better cosmetic results.

DUH is reported worldwide in increasing frequency be-
cause of its resemblance with xeroderma pigmentosum
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(which can be differentiated clinically?. Very few cases

have been reported from India.!

1689101 Thys, we are re-

porting an adult onset, autosomal recessive DUH with no
systemic complains for its rarity.
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