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 INTRODUCTION

DUH is a rare genodermatoses characterised by 
hyperpigmented and hypopigmented macules which 
are variable in size and shape [1]. It is a spectrum of 
diseases which includes dyschromatosis universalis 
hereditaria (generalized form), dyschromatosis 
symmetrica hereditaria (localized form) and unilateral 
dermatomal pigmentary dermatosis (segmental 
form)  [2]. Dyschromatosis universalis hereditaria was 
first described by Ichikawa and Hiraga in 1933 [3].

CASE REPORT

An 18 years old muslim unmarried male, manual 
labourer by profession, presented with chief complaints 
of multiple asymptomatic hyperpigmented and 
hypopigmented lesions over trunk and extremities since 
birth. The lesions were present over chest and lower legs 
by birth while it spread to thighs, abdomen, back of 
trunk, arms and forearms by 3 years of age. There were 
no history of photosensitivity, handling chemicals and 
intake of any significant drugs. No history suggestive 
of seizure disorder was reported. Similar lesions were 
present in his paternal aunt since the age of 2years. He 
was borne of a non - consanguineous marriage.

Dermatological examination revealed numerous 
hyperpigmented macules interspersed with 
hypopigmented macules of irregular shape and 0.5 to 
2 cm in size distributed over neck, trunk and extremities 
(Fig. 1). Face, palms and soles were spared. Mucosal 
surfaces, hair and nail were normal. There was no 
associated telangiectasia and atrophy.

Systemic examination did not reveal any abnormality. 
There was no associated short stature, cataract or 
deafness. Routine laboratory investigations including 
VDRL and HIV test were negative.

Skin biopsy from hyperpigmented lesion showed 
orthokeratotic epidermis and increase in melanin content. 
Biopsy from hypopigmented lesions showed decrease in 
melanin content and yeast in stratum corneum (Fig. 2).

DISCUSSION

Dyschromatosis universalis hereditaria is a rare 
pigmentary disorder which encompasses both hypo and 
hyperpigmented macules coalescing to form a reticular 
pattern [4]. The majority of cases of dyschromatosis 
universalis hereditaria show autosomal dominant 
pattern but some cases with autosomal recessivepattern 
have also been reported and the locus has been mapped 
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to chromosome 6q24.2eq25.2 and 12q21eq23 [5]. In 
our case, patient’s paternal aunt was also having similar 
complaints in milder form. In a recent ultrastructural 
study, it has been suggested that DUH is a disorder of 
melanosome production rate or melanosome activity, 
rather than a disorder of melanocyte number [6]. 
Most cases present early in life [7]. But in our case 
the lesions were present since birth. The trunk and 
the extremities are commonly involved. Face is rarely 
involved and palms, soles and mucous membranes are 
spared [8]. Various systemic abnormalities have been 
described with DUH. These include Dowling-Degos 
disease, X-linked ocular albinism, tuberous sclerosis, 
abnormalities in erythrocyte, platelet and tryptophan 
metabolism, epilepsy, insulin-dependent diabetes 
mellitus, ocular abnormalities, photosensitivity, 
learning difficulties, mental retardation [9,10].

Lesions of dyschromatosis universalis hereditaria 
(DUH) have to be differentiated from xeroderma 

pigmentosum since in both cases photoexposed areas are 
involved. However, in our patient lesions were present 
in unexposed areas as well and there were no atrophy 
or telangiectasia. The other differential diagnoses of 
DUH are dermatopathia pigmentoreticularis, Naegeli-
Franceschetti-Jadassohn syndrome and dyskeratosis 
congenita (DKC).There is no effective treatment 
modality till date [8].

CONCLUSION

Previously it was thought that DUH occurs only in 
Japanese population. But recently it has been frequently 
reported in other races as well. Few cases have been 
reported from India. But there is no documented case 
report from north east India till now to the best of our 
knowledge. We are reporting this case because of its rarity.

CONSENT

The examination of the patient was conducted 
according to the Declaration of Helsinki principles.
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Figure 1: Numerous hyperpigmented macules interspersed with 
hypopigmented macules of irregular shape and 0.5 to 2 cm in size 
distributed over neck & trunk.

Figure  2: Skin biopsy from hyperpigmented lesions showed 
orthokeratotic epidermis and increase in melanin content with many 
scattered melanophages in upper dermis.
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