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Abstract

Nekam's disease is arare dermatosis characterized by a distinctive
seborrheic dermatitis with prominent facial eruption. It is further
associated with violaceous, papular, and/or nodular lesions on the
extremities and trunk, typically arranged in alinear and reticulate
pattern. Herein, describe a patient with Nekam's disease, which re-
sembled Darier’s diseasein clinica manifestation. The patient re-
sponded partialy to the treatment with ora isotretinoin.
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Introduction

ekam's disease is a rare disorder, with only 50 cases re-
N ported in the world literature until 1998.*% This disease was
first described by Nekam in 1938.* In recent years, the
term has been commonly used to designate a condition previously
referred to as lichen ruber acuminatus,4 or porokeratosis striata liche-
noides of Nekam.*® This disorder is characterized by violaceous
papular and nodular lesions which are often arranged in a linear and
reticulate pattern on the dorsum of hands and feet, extremities, and
buttocks. Seborrheic dermatitis-like scaling and telangiectasias of
the scalp, face, and neck may also develop in this condition. His-
tologically, hyperkeratosis, parakeratosis, and hypergranulosis are
seen. The epidermis is usually acanthotic, with mild liquefaction de-
generation of basal keratinocytes. A band-like lymphocytic infiltrate
with perivascular and periappendigeal involvement is present.™®
The more common Darier's disease (Darier-White disease, kera-
tosis follicularis) is an autosomal dominant trait characterized by the
eruption of keratotic papules in a seborrheic distribution. Involvement
of flexures is seen in 80% of the patients. Virtually all patients have
hand involvement, which includes nail dystrophy, palmar pits, and
acrokeratoses. Darier's disease is characterized histologically by
focal acantholytic dyskeratosis, in which suprabasal clefts lie beneath
columns of acantholytic and dyskeratotic cells.®
Herein, we report on a patient with the typical histological features
of Nekam's disease which clinically mimicked Darier’'s disease. The
patient partially improved with isotretinoin therapy.

Case Presentation

A 42-year-old man presented with a 6-month history of asymptomatic
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Nekam’s disease with clinical manifestation simulating Darier's disease

Figure 1: Pathological section of the skin lesion.

and widespread skin eruption that had appeared
suddenly, first on his legs and later progressed to
involve most of his trunk, upper and lower extremi-
ties, buttocks, and face. He was not taking any
systemic medication. His family history was nega-
tive for a similar eruption. The lesions on the upper
extremities and lower abdomen comprised liche-
noid violaceous papules with a thin adherent kera-
totic plug arranged in a linear or reticular pattern.
In addition, the lesions on the legs and buttocks
and also in the popliteal areas coalesced into ery-
thematosquamous or warty hyperkeratotic plagues.
There were also pustule-like lesions on the fore-
arms and legs. Marked diffuse hyperkeratosis was
present on the plantar and lateral surfaces of both
feet, along with warty lesions located in a linear
configuration, on the periungual areas and to a
lesser extent, on the volar and lateral aspects of
the fingers and palms. Erythematous papules with
greasy scaling and scattered papulopustules were
present on the forearm and face. The scalp, hair,
beard and mustache were affected with erythema
and diffuse hair loss. The nails were involved in a
pattern mimicking Darier’s disease; showing distal
fragility and wedge-shaped notching. Examination
of the oral mucosa revealed erythematous papules
with a rough surface and chronic severe erosions.
A similar form of involvement was also observed on
his genitalia. No significant alteration in the charac-
ter of eruptions occurred upon exposure to sunlight;
in fact, he felt that his lesions were more severe in

Figure 2: Porokeratotic lesion of the back skin.

winter. Examination of his joints was normal, al-
though the patient complained of mild arthralgia in
the ankles, knees and wrists. Ophthalmologic and
neurological examinations were normal. No dental
or bony abnormalities were observed. Complete
blood count and differential leukocyte count, uri-
nalysis, liver function tests, serum VDRL, chest and
joint radiographs were all within normal limits or
negative. Antinuclear antibody was not detected.
Erythrocyte sedimentation rate was elevated (52
mm/hr) on one occasion and reverted to normal
later on. Thyroid function tests showed no abnor-
malities. Three punch biopsy specimens from dif-
ferent skin lesions taken in three different derma-
tologic centers, revealed similar findings. Changes
in the epidermis included irregular acanthosis, dif-
fuse and follicular hyperkeratosis, spotty parakera-
tosis, and areas of mild liquefactive degeneration of
the basal cells. The upper dermis contained a
licheniod infiltrate adherent to the epidermis. His-
tologically, it was composed of lymphocytes, histio-
cytes, plasma cells, and a few eosinophils. Perifol-
licular and perivascular infiltrates were also noted.
No dyskeratotic cells and no follicular plugging
were seen (Fig. 1). Initial, albeit, unsuccessful at-
tempts to treat the lesions included topical applica-
tion of keratolytics, corticosteroids and tar prepara-
tions. Treatment with isotretinoin, 40 mg daily, for
3 months resulted in mild improvement of lesions of
the face and proximal limbs and significant im-
provement in the hands and feet. Three months
after treatment, no more improvement was noticed,
while the patient was still on the therapeutic regi-
men (Figs. 2, 3).

Discussion
Nekam's disease is considered by some to be a
variant of lichen planus because of shared clinical

and histologic features.”® However, a retrospective
analysis of all published data suggests that
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Figure 3: Nail notching with distal onycholysis
and white and red bands.

Nekam’s disease presents a unique clinical picture
that helps distinguish these two entities.>*® In our
case, dirty papules on the chest associated with
notching of the nails mimicked Darier's disease, but
no dyskeratosis, follicular plugging, corps ronds or
acantholysis were found in any of the three skin
biopsies. The unusual combination of lichenoid
keratotic papules arranged in plaques or in a char-
acteristic linear/reticular pattern, together with an
erythematous, scaly, midfacial eruption and palmo-
plantar hyperkeratosis are adequate for the clinical
diagnosis of Nekam's disease. Additional features
that may occur less frequently include yellow dis-
coloration of the nails,"" nail dystrophies,®® oral,
genital, and eye involvement (reviewed by
Masouye and Saurat’), as well as the more rare
nodular infiltration of the epiglottis, which may
cause hoarseness. Other clinical features of Ne-
kam's disease, also incompatible with a diagnosis
of lichen planus, constitute resistance to systemic
corticosteriod therapy and the absence of nail as
well as the typical oral involvement. The eruption is
usually asymptomatic, but in a few patients, it has
been associated with severe pruritus. Systemic
complaints are absent as a rule, as is any relation-
ship to other diseases. Sclerodactyly was reported
in a severe case of Nekam's disease with early
onset.’> Reports of Nekam's disease are particu-
larly rare in childhood,***” and no familial cases
have been described. Although the course is
chronic and progressive, a spontaneous resolution
or remission, however has been reported in two
cases.”™ The histological features of Nekam’s
disease are variable and may also be found to
some degree in other cutaneous disorders. How-
ever, the presence of parakeratosis and infiltration,
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greater than that usually seen in lichen planus, may
help in differentiation.? Dyskeratosis, acantholysis,
corps ronds and suprabasal cleft have not been
reported in Nekam'’s disease. The disease is resis-
tant to topical therapy, and most of case reports
have confirmed the efficacy of systemic corticos-
teroid drugs, antimalarial agents, sulfones, gold,
superficial x-ray therapy, and cg}/closporin A A-
though in some patients, PUVA™° and oral etreti-
nate'®* have induced a marked im[l)rovement, they
have proved ineffective in others.*™* In our patient,
systemic therapy with dapsun (diaminodisulfone)
was ineffective, while isotretinoin therapy led to
partial improvement.
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