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ABSTRACT

Erythema dyschromicum perstans (EDP) is an acquired disease
presenting as ashy dermatosis comprising blue—grey pigmented patches
over the neck, trunk, and extremities. The pigmentation may become
disfiguring when present for a long time. The aetiology of EDP is unclear,
and there is no defined treatment or established therapy. EDP has a
presentation mimicking lichen planus pigmentosus, idiopathic eruptive
macular pigmentation, post-inflammatory hyperpigmentation, fixed
pigmented erythema, Addison’s disease, and hemochromatosis. All
these pigmentation disorders make the diagnosis and treatment of
EDP quite challenging. No treatment for EDP has been universal, and
combination treatments have worked in different cases to cure this
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Introduction

Erythema dyschromicum perstans (EDP) is an acquired
disease presenting as ashy dermatosis comprising blue—grey
pigmented patches over the neck, trunk, and extremities.
The pigmentation may become disfiguring when present
for a long time. The etiology of EDP is unclear and there
is no defined treatment or established therapy. In 1957,
Ramirez, for the first time, reported 139 patients in El
Salvador having progressive macules with a purplish hue
forming patches on the arms, legs, and trunk, labelled as
“los cencientos”, meaning ashen ones. Herein, we report
a case of EDP with extensive lesions, cured by oral steroid
therapy.

Case Report

An 11-year-old male patient presented to the Dermatology
Outpatient Department of Saraswathi Institute of Medical
Sciences with multiple, asymptomatic, violaceous papules
present all over the body for 9 months. The lesions first
appeared on the trunk and then slowly spread to the whole
body, including the back and the extremities. The overall

clinical and general body examination was normal. There
was no history of previous skin lesions, family history,
autoimmune disease, or thyroid involvement.

The dermatological evaluation showed bluish-grey,
symmetrical, confluent macules with polycyclic margins
at all places. Isolated lesions were seen at some areas
which varied in size from 0.5 to 2.0 cm. No erythema was
seen at the margins. The palms, soles, nails, and mucous
membranes showed no abnormal characteristics. No history
of drug intake, itching, fatigue, or systemic symptoms was
noted. The laboratory investigations reported normal blood
counts, stool examination, and liver function tests.

The differential diagnoses in the clinical context were
shortlisted to erythema dyschromicum perstans, lichen
planus, idiopathic eruptive macular pigmentation, post-
inflammatory hyperpigmentation, fixed pigmented
erythema, Addison’s disease, and haemochromatosis.

A 4 mm punch biopsy of a lesion on the trunk was taken.
The skin biopsy revealed focal vacuolar disintegration of
the basal epidermal layer. Infiltration of lymphocytes,
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histiocytes, and melanophages along with pigment
incontinence was seen in the papillary dermis. The clinical
and histological findings zeroed down to EDP as the final
diagnosis. The patient was prescribed Clofazimine, an
antileprosy drug along with corticosteroids. After three
months, he demonstrated marked improvement with
treatment. Fig 1 and Fig 2

Figure |.Degeneration of Basal Layer of Epidermis
(H&E Stain, 10X)

Figure 2.Melanosis in the Upper Dermis and
Perivascular Infiltrate at Places (H&E Stain, 40X)

Discussion

Erythema dyschromicum perstans (EDP) is a benign, chronic,
progressive skin disorder presenting in both males and
females worldwide. Fitzpatrick skin types IlI-V are more
commonly inflicted with EDP.! The most common age
of presentation is before 40 years, though children and
the elderly are not totally spared. EDP is a pigmentation
disorder characterised by the formation of greyish-blue
(ashy) patches/ macules throughout the body. The lesions
have polycyclic margins. The aetiology of EDP is not definite,
though genetic susceptibility and allergy to various hair dyes
and cosmetics have been proposed. Toxic chemicals like
barium sulphate and ammonium nitrate, viral infections,
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whipworm infestation, and adverse drug reactions are also
seen to be causative factors of EDP in a few cases.

Skin lesions clinically present as symmetrical round to oval
or irregular-shaped grey or bluish-brown macules and
patches distributed all over the body. The lesions are 0.5-3.5
cm in size. Lesions usually start on the trunk and spread to
the neck, arms, and occasionally on the face. Early lesions
may have a slightly elevated, non-scaly, erythematous
border, while older lesions may have anill-defined border.
Mucous membranes are unaffected. Skin biopsy is the only
resort to rule out other diseases and confirm EDP.

EDP may persist for years, although spontaneous remission
may occur in children. There are a few treatment options for
EDP, but none has been shown to be consistently effective.
Clofazimine and dapsone have been shown to be effective
in some patients. Hydroquinone and topical steroids
may yield varying results. Other treatment modalities
include ultraviolet light therapy, chemical peels, isoniazid,
griseofulvin, and antihistamines.?

EDP has a presentation mimicking lichen planus
pigmentosus, idiopathic eruptive macular pigmentation,
post-inflammatory hyperpigmentation, fixed pigmented
erythema, Addison’s disease, and hemochromatosis.?
All these pigmentation disorders make the diagnosis and
treatment of EDP quite challenging. Convit et al., in 1961,
reported 5 patients with a clinical presentation similar to
EDP in Venezuela.? However, the lesions were devoid of
erythematous margins and self-healed in a few months.
The disease was called EDP by these authors owing to the
erythematous borders of the active patches. Since then,
many dermatologists have tried to determine whether EDP
can be placed in a unique category or should be included
in a wide dyschromia spectrum, just like LPP.*>* Now, it
has been concluded that EDP and ashy dermatosis refer
to stages of the same disease.®

Degenerative changes in the basal keratinocytes and
melanocytes occur because of hypersensitive immune
reactions to unknown antigens. CD8+ T lymphocyte
predominance in the dermis and epidermal accumulation of
HLA-DR+and ICAM 1+ keratinocytes are noted.”® A genetic
susceptibility related to MHC (mostly HLA-DR4) is also
commented upon.? Patch testing to locate trigger antigens
causing EDP, LPP, or contact dermatitis with pigmentation
has also been documented, which showed that 40% of
patients having EDP and 36% of patients suffering from
LPP reported positive patch testing.'>!* No treatment for
EDP has been universal, and combination treatments have
worked in different cases to cure this disease.

Conclusion - No treatment for EDP has been universal, and
combination treatments have worked in different cases to
cure this disease.
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