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Sir,
Darier’s disease is an autosomal dominant disorder cha-
racterized by hyperkeratotic, crusted papules. Nails and 
mucous membranes may also be involved. Histological 
examination shows suprabasal acantolhysis and overlying 
dyskeratosis (1, 2). Both exacerbation and improvement 
of the disease during pregnancy have been described pre-
viously, as have bacterial and viral secondary infections. 
We present here a patient with exacerbation of Darier’s 
disease during pregnancy in a pattern that has not been 
described previously. 

CASE REPORT
A 37-year-old woman, para 1, gravida 2, 5 months pregnant, 
with a known history of Darier’s disease since childhood, with 
intertriginous involvement, had been treated several times for 
pyoderma. She had been receiving oral acitretin treatment for 
many years, but this was discontinued 10 years previously, 
because she wanted children. 

The patient presented with a rapidly spreading eruption with 
rubor and exudative crusted swelling on her left cheek and left 
thumb that had commenced 3 days earlier. She also presented 
slightly hyperkeratotic and maculous skin lesions on her neck, 
abdomen and legs. She gradually developed retroauricular swel-
ling and adenopathy. There was no fever, but the patient was 
nauseous. She was not taking any medication at that time.

The case was first diagnosed as Darier’s disease with secon-
dary bacterial or herpes simplex infection. She was admitted 
to our department, where blood tests showed leukocytosis 
13.5×109/l and neutrophilia 9.5×109/l, with slightly raised C-
reactive protein (9.5 mg/l). Treatment with oral cloxacillin 500 
mg 4 times daily was started. She was also treated with topical 
acyclovir on her cheek and thumb and fusidic acid on the rest 
of the lesions. Despite this treatment, the left retroauricular area 
became more swollen and she developed swelling, crusting and 
exudation from both external ear ducts. Treatment with topical 
triamcinolone-cloxiquin cream and hydrocortisone-oxytetracy-
cline ear drops was then started.

Bacterial swabs from the left cheek showed white staphylo-
coccus and proteus species. Bacterial swabs from her left thumb 
showed white staphylococcus and beta-haemolytic streptococ-
cus group B. Viral swabs and polymerase chain reaction (PCR) 
for herpes simplex and varicella zoster from both locations 
were negative. Ultrasound of the left retroauricular area showed 
multiple adenopathies and no abscess formation.

The condition worsened as she developed vesicular lesions 
on the dorsal aspects of her feet and hands, while the lesions 
on her abdomen and hands became nodular, hyperkeratotic and 
exudative, giving a vegetating appearance (Fig. 1).

Biopsy from the abdomen showed chronical lichenificated 
dermatitis with subepithelial vascular proliferation. Biopsy 
from the foot showed acantolysis but not dyskeratosis. Direct 
immunofluorescence of the skin was negative.

The patient received treatment with topical hydrocortisone 
with fusidic acid on her cheek, and potassium permanganate 5% 
and clobetasol propionate 0.05% cream on the other lesions.

She was discharged after 4 weeks. During that period she 
experienced improvement in the lesions on her abdomen, thumb, 
ears and feet. There was complete clearance of the lesion on her 
cheek after 4 weeks. She continued topical treatment with clo-
betasol propionate 0.05% cream on the lesions on the abdomen 
and thumb until clearance one month after discharge.

DISCUSSION

The condition was considered to be an exacerbation 
of Darier’s disease during pregnancy, with concurrent 
bacterial infection and bilateral external otitis. Repeti-
tive tests for virus, and especially herpes simplex and 
varicella zoster, were all negative. Clinical differential 
diagnoses were pemphigus vegetans of Hallopeau or 
pyogenic granuloma, but the negative direct immuno
fluorescence with acantholysis on histopathological 
examination, as well as the presence of multiple vege-
tating lesions, excluded both (1, 2).

Improvement of Darier’s disease during pregnancy 
or when taking oral contraceptive agents has already 
been described (3). One case report has also been pu-
blished about a 58-year-old woman who experienced 
exacerbation of Darier’s disease during each of her six 
pregnancies (4). There are other publications on exa-
cerbation of Darier’s disease due to herpes or vaccinia 
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Fig. 1. Vegetative lesions on 
(a) abdomen and (b) finger. 
The bandage on the right 
side (a) is a hydrocolloid 
dressing.
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virus skin infection during pregnancy (5, 6). In one of 
these patients, some of the lesions had coalesced to 
give a verrucous appearance (6). However, there are 
no published cases of exacerbation of Darier’s disease 
with vegetating lesions during pregnancy without any 
secondary viral infection.
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