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Abstract

Darier’s disease, a rare genetic condition with autosomal transmission that alters kera-
tinization, clinically manifests as pruritic keratotic papules, mainly localized on seborrheic
areas. Due to the similarity in presentation with other pathologies, dermoscopy plays a
crucial role in diagnostic orientation. We report two observations of patients with Darier’s
disease, highlighting distinctive dermoscopic structures, such as brownish polygonal areas
surrounded by a whitish halo, thus contributing to a more accurate diagnosis.

Introduction

Darier’s disease, known as “Darier follicular keratosis” or
“Darier-White disease,” is a relatively rare autosomal dominant
genetic disorder. Clinically, it presents with keratotic papules,
giving a rough appearance to the skin, with dermoscopic fea-
tures being less explored. Through these two case observations,
we will highlight the dermoscopic aspects in two patients with
Darier’s disease.

Observation 1: Mr. A, 22 years old, with no notable medi-
cal history, presented with a mildly pruritic skin rash evolving
for 2 years on the trunk and back. Clinical examination revealed
pigmented keratotic papules (Figure 1). Dermoscopy revealed
brownish polygonal structures surrounded by a whitish halo
(Figure 2). Biopsy confirmed acantholytic and keratotic epider-
mis, with intra-epidermal detachment forming cavities contain-
ing clear content, dyskeratotic cells, and round bodies, suggest-
ing Darier’s disease.

Observation 2: Mr. M, 39 years old, with no notable medi-
cal history, sought consultation for pruritic malodorous lesions
evolving for 12 years. Dermatological examination revealed hy-
perpigmented verrucous plaques with keratotic surfaces in the
axillary, inguinal, intergluteal, retroauricular, lumbosacral, fa-
cial, and neck regions. Fissured palmoplantar keratoderma was

also present. Nail examination showed subungual hyperkerato-
sis and diffuse trachyonychia (Figure 3). Dermoscopy of the skin
lesions revealed central keratin and brownish areas without
structures surrounded by whitish radial streaks, and peripheral
vascularization (Figure 4). Biopsy showed acanthotic epidermis
with orthokeratotic hyperkeratosis, focal intra-epidermal acan-
tholysis, suggesting Darier’s disease (Figures 5 and 6).
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Figure 1: Keratotic pigmented papules on trunk and back.
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Figure 2: Dermoscopy showing brownish polygonal structures sur-
rounded by a whitish halo.

Figure 4: Dermoscopy showing central keratin, brownish areas
without structures surrounded by whitish radial striae, and vascu-
larization at peripheral points.

Figure 5: Cutaneous tissue bordered by a hyperplastic epidermis
surmounted by a parakeratotic keratosis, it is the site of stepped
acantholytic dyskeratosis (HESx 40).

Figure 3: (A) (B) Hyperpigmented verrucous plaques with keratotic

surface, located in the lumbosacral region and on the face. (C) Tra- 2 \\‘:‘:’\}\\if\ -
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chyonychia and diffuse subungual hyperkeratosis of fingernails. (D) » : : 1"‘:‘7?:3?*

Fissured palmar keratoderma.

Discussion
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Darier’s disease is a chronic acantholytic and dyskeratotic \ DA%
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dermatosis, resulting from a keratinization disorder, first de-
scribed by Jean Darier and James Clarke White in 1889 [1]. It is
caused by a loss of interkeratinocyte adhesion due to a muta-
tion in the ATP2A2 gene, encoding a protein involved in calcium
transport inside cells. It typically manifests in childhood or ado-
lescence, affecting both sexes equally [2].

Clinically, Darier’s disease presents with erythematous or
brownish keratotic and pruritic papules, which coalesce into

round bodies (HESx 200).

2



MedDiscoveries LLC

extensive plaques, often affecting seborrheic regions, including
the trunk, scalp, face, and neck, giving the skin a rough, dirty,
and malodorous appearance [3]. Palmoplantar keratoderma
and nail anomalies such as trachyonychia, subungual hyperker-
atosis, subungual hemorrhages, and V-shaped distal notching
may also be observed.

Dermoscopy of Darier’s disease was first described in 2004
by Vazquez-Lépez [4]. Currently, there is limited literature on
dermoscopy for this condition. Reported dermoscopic features
include yellowish-brown polygonal or star-shaped structures in
the center, surrounded by a whitish halo, on a homogeneous
pink background, with peripheral point or linear vascularization
[5]. Histologically, the central yellow-brown area surrounded by
a whitish halo corresponds to compact hyperkeratosis and ac-
anthosis. The erythematous background correlates with chronic
inflammation [5,6].

Darier’s disease is characterized histologically by acantholy-
sis, loss of cellular adhesion, and dyskeratosis with the forma-
tion of round bodies in the granular layer and grains primarily in
the corneal layer. There is no curative treatment for the disease.
Management aims to relieve symptoms, emphasizing hygiene
measures such as photoprotection, wearing cotton clothing, us-
ing emollients and keratolytics based on urea or lactic acid. Oral
retinoids may also be used in extensive forms [7].

Conclusion

Darier’s disease tends to be confused with other dermato-
logical conditions and is often misdiagnosed, highlighting the
importance of dermoscopy in guiding the diagnosis.
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