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Case report

A case of Hailey-Hailey disease in late onset presentation

Patcharasiri Bocam and Supitchaya Thaiwat

Division of Dermatology, Department of Medicine, Phramongkutklao Hospital

Abstract:

Hailey-Hailey disease is one of the autosomal dominant genodermatoses which is caused by a mutation
of the ATP2C1 gene. Patients usually show symptoms for the first time between the ages of 20-40 years. The
symptoms are blisters on the erythematous base, crusted erosion, and vegetative plaques on intertriginous areas
or sites of trauma.

We reported a case of a 67-year-old Thai woman with chronic erythematous crusted plaques on bilateral
inguinal areas. The clinical and histopathologic findings were compatible with Hailey-Hailey disease. She first
experienced the skin lesions at age 59, which is much later than the usual age of onset of the disease. She was
treated with topical steroids, and resolution was observed within 2 weeks.
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Introduction
A number of dermatoses could be an etiology of chronic
intertriginous plaques, for example, Hailey-Hailey disease,
extramammary Paget disease, pemphigus vegetans, Darier
disease etc. In general, patients with Hailey-Hailey
disease typically show symptoms at the ages of 20-40
years. However, a few may show symptoms at ages

above 50. We reported an unusual case of Hailey-Hailey

disease with late onset of the disease.

Case report
A 67-year-old Thai woman with underlying T2DM
showed chronic plaques at bilateral inguinal areas for
one month. No history of mucosal ulcers/erosions

or abnormal nail change was observed. Eight years

ago, she had itchy plaques at the Rt axilla and was
successfully treated with 0.25% prednicabate cream. In
addition, no history of similar skin lesions was reported
in her family. Physical examinations revealed ill-defined
border erythematous crusted plaques with some flaccid
vesicles and erosions at bilateral inguinal areas (Figure 1),
normal-looking nails, and no oral ulcers or erosions.

A skin biopsy was performed on her right groin.
Histopathology showed compact hyperkeratosis, epidermal
acanthosis, and intraepidermal separation with sheets
of acantholytic cells (dilapidated brick wall) (Figure 2).
Direct immunofluorescence showed negative results. Her

clinical and histopathologic findings were compatible

with Hailey-Hailey disease.

Figure 1 ill-defined border erythematous crusted plaques with some flaccid vesicles and erosions at bilateral

inguinal areas
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Figure 2 Histopathology showed compact hyperkeratosis, epidermal acanthosis and intraepidermal separation

with sheet of acantholytic cells (dilapidated brick wall)

Discussion

Hailey-Hailey disease (Familial benign chronic
pemphigus) is an autosomal genodermatosis caused
by a mutation of the ATP2C1 gene leading to dysfunction
of a Golgi-associated calcium ATPase and abnormal
intracellular calcium signaling’.

Hailey-Hailey disease is usually diagnosed between
the ages of 20-40 years but a few patients may show
symptoms at the ages of 30-50 years. Incidences of
the disease are similar among different sex and ethnic
groups’. However, our patient firstly showed symptoms
at age b9, which was significantly later than the usual
age of onset. A few similar late-onset cases were found
in India, the Philippines, and the USA**

The symptoms are flaccid vesicles and blisters on
the erythematous base, which turn into crusted erosion
when ruptures occurr. Cutaneous lesions may expand to
annular plaques with peripheral scaly border or vegetating
plaques with fissures. Patients sometimes experience
symptoms of pruritus, pain, burning, or malodor. The
distribution is predilected for intertriginous areas and

sites of frictions such as neck, axillae, inframammary,

groin, and perineum. Cutaneous involvement is mostly
limited to one or two sites but can also be generalized
(rare). Dermoscopic findings of the lesions consist of
irregular pink and white areas separated by pink furrows
along with polymorphous vessels. In rare cases, mucosal
involvement can be found on conjunctival, oral, esophageal,
or vaginal areas’. Longitudinal leukonychia sometimes
reveals a supportive finding for diagnosis”’.

Hailey-Hailey disease runs a chronic clinical course
without affecting patients’ life expectancy. However,
complications might occur as (1) secondary infections,
which can be caused by bacteria, candida, dermatophyte,
or herpes simplex virus and (2) malignant transformation
to squamous cell carcinoma’.

For patients with chronic erythematous crusted plaques
on intertriginous areas, the differential diagnosis should
include both infectious diseases (tinea cruris, cutaneous
candidiasis, erythrasma) and non-infectious diseases
(extramammary Paget disease, pemphigus vegetans,
Darrier’s disease, Galli-Galli disease, inverse psoriasis,
nutritional deficiency, etc)’. The definite diagnosis should

be decided by histopathology.
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Histopathologic findings consist of large areas of
dyscohesion with acantholytic cells in the appearance
of a dilapidated brick wall and villi of dermal papillae.
When direct immunofluorescence is performed, the result
shows negative finding’.

In aspects of treatments, traditional regimens include
topical and oral corticosteroid, and antimicrobial agents.
Patients should also be informed to avoid exposure to
triggering factors, namely, heat, sweat, and friction.'
Moreover, cyclosporin, dapsone, or methotrexate might
be prescribed in recalcitrant cases’. Currently, the first
line therapy remains topical corticosteroids, which is
recommended to combine with a topical antimicrobial
agent to prevent risk of infections. In addition, the literature
review suggested that botulinum toxin injection showed
positive results due to its effect on reducing sweat
production. As for second line therapy, combining topical
and oral antibiotics, such as erythromycin, penicillin,
minocycline, and doxycycline, were reported to show
good responses. Other treatment options, for instance,
dermabrasion and carbon dioxide laser, can also be
considered’.

Our patient showed late onset of chronic intertriginous
plaques. The clinical and histopathologic findings were
compatible with Hailey-Hailey disease. Consequently,
she was successfully treated by 0.25% desoximetasone

Cream.

While patients usually develop Hailey-Hailey disease
between the ages of 20-40 years’, our patient show
symptoms at age 59 which is much later than the
usual age of onset of the disease. Therefore, Hailey-
Hailey disease should be considered in any patients
with chronic erythematous crusted plaques on bilateral

inguinal areas despite of their old ages.
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