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Epidemioclinical and Dermoscopic Aspects of Darier Disease

Abstract

Introduction: Darier's Disease (DD) is an autosomal dominant genodermatosis.  We report the dermoscopic aspects in 5 pa-
tients. 

Materials and Methods: Prospective study conducted at the dermatology department of Habib Thameur Hospital from Janu-
ary to March 2022, including 5 patients followed for DD for whom we performed a dermoscopic examination using the manual 
DermLite DL4 dermoscope. 

Results: We included 5 patients followed for DD. The mean age was 33 years with extreme ages ranging from [18-48 years]. 
The male-to-female ratio was 0.25 (1 male and 4 females). The most common dermoscopic characteristic of keratotic papules 
was a central yellowish/brownish area, surrounded by a more or less wide area of thin whitish halo located in seborrheic areas. 
The yellowish/brownish central area had a polygonal shape in two patients and a star morphology in the other two. Dotted 
and linear vessels were also observed. The found ungual dermoscopic aspects included distal onycholysis in roller coaster pat-
tern, erythronychia, distal V, and sugar cane aspect. Trichoscopic aspects found included rosette appearance in a patient with 
hyperkeratotic Darier's disease with severe alopecia. Keratotic plugs, significant erythema, hemorrhagic crusts, broken hairs, 
and flame hairs were also observed.  

Conclusion: Dermoscopy can be considered a useful complementary support to distinguish DD from its other main clinical 
differential diagnoses. The rosette appearance in a four-leaf clover seen in our patient with severe alopecia would be correlated 
with severe forms of DD.
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Introduction
Darier Disease (DD) is an autosomal dominant genodermato-
sis. It is an acantholytic and dyskeratotic dermatosis linked to 
intrinsic lesions of the interkeratinocyte adhesion systems. 
Clinically, it manifests as papulokeratotic lesions predominat-
ing in seborrheic areas and acral involvement with nail lesions. 
We report on the dermoscopic aspects of 5 patients treated for 
Darier's disease in our department.

Materials and Methods
Prospective study conducted in the dermatology department 
of Habib Thameur Hospital, colligeant 5 patients followed for 
DD for whom Both polarized and non-polarized dermoscopy 
were used. DermLite DL4 dermatoscope was employed. Pic-
tures were taken using Canon SX710HS digital camera. 

Results
We collected 5 patients followed for DD. Mean age was 33 
years with extremes [18-48 years]. Sex ratio M/F =0.25 (1 
man and 4 women).  Four patients were from consanguineous 

marriages. A family history of DD was present in 3 patients. 
Clinical appearance ranged from multiple confluent brownish 
and grayish keratotic papules in placards to patchy erosive yel-
lowish papuloverrucous lesions. These lesions were located on 
the face, lateral sides of the neck, axillary folds, inguinal folds 
and sub- and intermammary folds, and palmoplantar pits were 
present in 2 patients. Nail striations with alternating white and 
red longitudinal stripes, notches on the distal free edges of fin-
gernails and toenails, and a scaly, keratotic shell on the scalp. 
Alopecia was noted in two patients, and was severe in one.

The most frequent dermoscopic feature (all patients) was a yel-
lowish/brownish central zone, corresponding histopathologi-
cally to hyperparakeratosis, surrounded by a more or less wide 
zone of thin whitish halo. The yellowish/brown central zone 
was polygonal in shape in two patients and star-shaped in the 
other two. A rosette-like appearance was observed in two pa-
tients. Dotted and linear vessels were also observed.
Trichoscopic findings: keratotic plugs, severe erythema, haem-
orrhagic crust, broken hair, flaming hair.
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Figure 2: A rosette-like appearance.

Figure 5: sugar-cane appearance.

Figure1: Yellowish/brownish central zone, surrounded by a 
more or less wide zone of thin whitish halo.

Figure 3: Dotted and linear vessels.

Figure 6: Distal roller-coaster onycholysis.

Figure 4: Keratotic plugs, severe erythema, haemorrhagic 
crust, broken hair, flaming hair.

Figure 6: Erythronychia and  distal V.
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Onychoscopic findings: distal roller-coaster onycholysis was 
observed in 3 patients , erythronychia and  distal V was found 
in 4 cases,  and sugar-cane appearance found in 2 patients.

Discussion
Pseudocomedons", i.e. dilated oval openings with raised or flat 
margins and central brown or yellowish hyperkeratosis, are the 
dermoscopic features most frequently described in the litera-
ture in DD [1].

According to our study, and as in the study by E. Errichetti et 
al, the dermoscopy of MD should not be identified solely by 
the presence of pseudocomedons, but consists of a more com-
plex pattern characterized by a central yellowish/brown polyg-
onal star-shaped or oval area surrounded by a more or less fine 
whitish halo, overlying a homogeneous pinkish area without 
structure, with or without whitish scales and dotted and/or lin-
ear vessels presenting a whitish halo[2] . Several other dermo-
scopic aspects that may be present and should attract attention: 
Rosette appearance, distal roller-coaster onycholysis, erythro-
nychia, distal V, sugar-cane appearance, keratotic plugs, severe 
erythema, hemorrhagic crust, broken hair and flaming hair.[3] 
The dermoscopic findings detected in our DD patients are simi-
lar to those of other acantholytic and dyskeratotic disorders, in-
cluding acantholytic dyskeratotic acanthoma, dyskeratosis and 
Grover’s disease; such a finding is easily explained by their 
histopathological similitude [4].

Dermoscopic nail findings included distal roller-coaster ony-
cholysis, V-shaped notching of distal margin and sugar-cane 
appearance. Were reported in other studies associated to multi-
nucleated giant cells present [5,6].
However, no study was interested in showing the trichoscopic 
aspects of darier’s disease.

Conclusion
Dermoscopy can be considered a useful complementary aid 
in distinguishing DD from its other main clinical differential 
diagnoses, including acne, which classically presents with pus-
tules with an erythematous halo and comedones, infectious fol-
liculitis, seborrheic dermatitis, confluent and reticulated papil-
lomatosis, pityriasis rubra pilaris, chronic lichenoid pityriasis.
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