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INTRODUCTION

Darier's disease (DD) is a rare autosomal dominant genodermatosis characterized

by acantholysis and abnormal keratinization. This chronic and relapsing skin

condition is frequently complicated by recurrent bacterial and viral skin infections

(1). While oral retinoids remain the first-line systemic treatment, long-term

therapeutic options are limited (2).

This clinical case illustrates:

* DD complicated by Kaposi-Juliusberg’s syndrome (KIJS)

* Significant clinical improvement of DD with a combination of acitretin and
dupilumab.

CASE PRESENTATION

* A 47-year-old man with DD, presented with an acute clinical worsening.
Examination revealed erosive erythematous plaques and widespread vesicles
on the trunk and limbs (BSA 45%) (Fig.1). PCR confirmed an HSV-1 infection
and diagnosis of Kaposi-Juliusberg’s syndrome was made. He was treated with
intravenous aciclovir (5 mg/kg three times daily for one week), followed by a
prophylactic oral regimen (400 mg/day).

* In order to better control his DD and after resolution of the infection,
Dupilumab was added to his previous acitretin 20 mg/day treatment. A
loading dose of 600 mg was followed by a dose of 300 mg every two weeks.
Four months after initiating the combination therapy, a significant
improvement of his DD was observed (BSA 0%) (Fig.2). The combined therapy
was well tolerated.

Fig. 1 — Initial clinical presentation of Darier’s
disease, complicated by Kaposi-Juliusberg’s
syndrome.

DISCUSSION

Type 2 inflammation has recently been identified as a potential etiopathogenic
factor in DD (3). Acantholysis, dyskeratosis and dysbiosis are pathognomic features
of DD, and type 2 monoclonal antibodies may help restore these barrier defects, as
seen in atopic dermatitis or certain genetic ichthyoses (4). Severe or refractory
cases may require the combination of biologics with retinoids (5), as demonstrated
in our patient. Baricitinib, a Janus kinase (JAK) 1/2 inhibitor, has also shown
efficacy in alleviating DD symptoms, including pruritus (6), but its use carries a
higher risk of skin infections, particularly herpes.

CONCLUSION

The combination of dupilumab and acitretin appears to be a promising strategy Fig. 2 — Clinical presentation of Darier’s disease
for the long-term management of Darier's disease. However, further evaluation after four months °232T:;‘:S::§fgz’r;':
through larger case series is needed to confirm these observations.
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