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Darier’s Disease Appearing as Pityriasis Amiantacea
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Dear Editor:

Darier’s disease is a rare autosomal dominant genoderma-
tosis, histopathologically characterised by acantholytic
dyskeratosis'. It clinically presents as brownish greasy hy-
perkeratotic papules coalescing into warty plaques in se-
borrheic areas, like the scalp, face, and upper trunk®.
Scalp involvement may be severe, but scarring alopecia
and pityriasis amiantacea-like scales are rare’. We de-
scribe a rare case of Darier’s disease with concurrent pity-
riasis amiantacea in a patient with follicular lymphoma.
We received the patient’s consent form about publishing
all photographic materials.

A 54-year-old man presented with a 10-year history of sca-
ly, warty papules coalescing into plaques on the majority
of his body. Lesions began on his face, scalp, upper chest,
and back. They gradually spread to his trunk (Fig. TA~E).
He had localized hair loss with masses of sticky silvery
scales that exihibited keratotic papules coalescing into
warty plaques clinically on the scalp, and trichoscopy re-
vealed missing follicular orifices (Fig. 1A, B). His toenails
showed yellowish dystrophic changes, severe subungual
hyperkeratosis, and thickened nail plates (Fig. 1F). He had
pain in his feet from hyperkeratotic plaques with kera-
tin-filled pits covering the surfaces of his soles (Fig. 1G).
He had no family history or neuropsychological problem,
including psychosis and epilepsy. He received cyclic che-
motherapy with rituximab-cyclophosphamide, vincristine,
prednisolone for follicular lymphoma (WHO grade Ill), di-
agnosed by haemato-oncology, 7 years ago, during evalu-
ation of a palpable neck nodule.

Histopathology showed hyperkeratosis, acanthosis, papil-
lomatosis, suprabasal clefts, and dyskeratotic cells in the
epidermis, and a moderate perivascular inflammatory der-
mal infiltrate (Fig. TH~]J). A diagnosis of Darier's disease
with concurrent pityriasis amiantacea was made by clin-
icopathological correlation. Treatment with oral acitretin
(20~ 30 mg/day reduced scaling, papules, and pain in his
soles.

Pityriasis amiantacea characterised by thick, silvery, ad-
herent, asbestos-like scales, surrounding hair tufts’ could
be associated with inflammatory dermatoses, viz., psor-
iasis, seborrheic dermatitis, and fungal or pyogenic
infections. Pityriasis amiantacea due to Darier’s disease
has rarely been reported, and a 12-year-old girl has shown
pityriasis amiantacea as the only clinical manifestation of
Darier’s disease with characteristic spiny heavy scalp
crusting’. Scalp hair is usually preserved in Darier’s dis-
ease, but scarring alopecia is known in severe cases. The
present case showed sticky silvery scales that caused mat-
ting of hairs they surround with a worm-eaten appearance
on the scalp.

Association of Darier’s disease with malignancy has rarely
been reported*’. Cases with underlying Hodgkin’s lym-
phoma* and stomach cancer’ are known. It is hypoth-
esised that cancer-producing cytokines such as trans-
forming growth factor- 8 affecting cellular calcium ho-
meostasis, lead to Darier’s disease as a paraneoplastic syn-
drome’. In our case, skin manifestations preceded the on-
cologic manifestations, and did not correspond to any
haematological malignancy (clinical course, or skin re-
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Fig. 1. (A) Asbestos-like, adherent
scales on the scalp. (B) Loss of
follicular orifices in trichoscopy.
(C~E) Scaly, warty papules that
coalesce to form plaques on face,
upper chest, back. (F) Yellowish
dystrophic toenails with severe

subungual hyperkeratosis, thickened
nail plate. (G) Hyperkeratotic pla-
ques with keratin-filled pits cove-
ring almost entire surfaces of both
soles. (H) Hyperkeratosis, acantho-
sis, papillomatosis in epidermis,
and moderate perivascular inflam-
matory infiltrate in dermis (H&E,
x40). (I, }) Suprabasal clefts, and
dyskeratotic cells that shows small
pyknotic nucleus and clear perinu-
clear halo (H&E: I, x200; J, x400).

sponse to oncologic chemotherapy). Thus, its association
with follicular lymphoma was considered a coincidental
finding rather than it being a kind of paraneoplastic
syndrome. In conclusion, our case suggests that pityriasis
amiantacea might be a clinical manifestation of Darier’s
disease.
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