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Abstract

Patient with localized keratotic lesions and revealing histologic features of dyskeratotic acantholysis have been rarely reported.
There is still some controversy regarding the appropriate nosologic placement of this entity. Some believe it represent a variant
of epidermal nevus, while others argue it is a genetic mosaic of generalized Darier`s Disease. We report a case of a 67-years-
old man who presented with a 1-year history of pruritic, reddish-brown papules on the abdomen. The lesions resolved in the
winter and again occurred in the summer months. Physical exam revealed reddish-brown papules with verrucous texture on the
abdomen. There were no other cutaneous and membranous signs. Diagnosis of Darier`s Disease was histologically evident.

CASE REPORT

A 67-year-old man presented with reddish-brown
papules.(Fig. 1) The patient presented with a 1-year
generalized pruritus (specially the abdomen. Subsequent, red
papules occurred which resolved after a while. Six months
later (in the summer), lesions occurred again in the same

areas. Physical examination revealed papules on the
abdomen, longitudinal band and slightly subungual
hyperkeratosis of the left 4th fingernail. General physical
examination was normal. Other family members, including
his 15-year-old son and 21-year-old daughter had no
problems.
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Figure 1

Figure 1 a and b: Bilateral reddish-brown papules on the
abdomen.

Figure 2

Initial diagnosis was lichen simplex, wart, confluent and
reticulated papillomatosis. Biopsy was obtained and showed
acanthosis, papillomatosis, hyperkeratosis, and suprabasal
clefts in the epidermis. The underlying dermal papillae,
covered by a single layer of epithelium, project into these
clefts forming villus-like structures. Two types of
dyskeratotic cells were seen: corps ronds are predominantly
located in stratum granulosum and corps grain are mostly
located in stratum corneum. The dermis had mild
nonspecific infiltration.(Fig. 2,3,4)
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Figure 3

Figure 2: Acantholysis, papillomatosis, hyperkeratosis, and
suprabasal clefts.

Figure 4

Figure 3: Corps rond and grain

Figure 5

Figure 4: Clefts in the epidermis

DISCUSSION

Darier,s disease is an inherited skin condition with
autosomal dominant transmission. The prevalence of the
disease has been estimated at 1/50,000-100,000.(1,2) The

disease almost is sporadic and occasionally develops from
spontaneous mutations in the gene of the disease.(3)

Pathogenesis of the disease is unknown, but abnormalities of
structural proteins may underline the deficiency.(4)

The disease is characterized by itchy reddish-brown
keratotic papules primarily in a seborrheic distribution. But
other types are reported such as hypertrophic,
vesicolobulous, and linear.(3) About 80% of the patients
have mild flexural involvement in the axillae, groin, or in
submammary skin in women.(3) Nearly all patients have nail
dystrophy, palmar pits, and acral keratosis.(3) The nail
changes include of short and wide nail, longitudinal bands,
and a fragility of the nails, v-shaped notches at the free edge,
red and white lines on the nail plate and subungual
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hyperkeratosis.(3)

Mucosal lesions are reported. They are uncommon, but it
they are seen in many familes, and are reported in about
15-50% of the patients. They appear as white papules with
central depression, or with cobble-stone appearance on the
palate, gingival, and buccal mucosa.(5)

Heat, sunlight, sweating, and lithium and steroid therapy
exacerbate the disease.(6,7,8)

The severity of the disease varies. There is a report of
Japanese family in which two sisters and their mother with
Darier`s Disease showed apparent heterogenous clinical
severity.(9)

Linear or zosteriform distributions are reported in 10% of
cases. The majority are probably example of acantholytic
dyskeratotic epidermal neavi with no family history or
evidence of Darier`s Disease elsewhere.(10,11,12) There are a

few reports of localized Darier`s Disease, occurring with
equal frequency in males and females, the average age at
onset was 27 years, and the most frequent site of
involvement was the trunk.(13) Our patient differed from

previous cases in that he had bilateral distribution and was
elder.

There are various reports of its pathogenesis. Some describe

them as epidermal variant.(14) Other reports suggest that it is
a genetic mosaic of generalized Darier`s Disease.(13)
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