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FAMILIAL BENIGN CHRONIC PEMPHIGUS
(HAILEY-HAILEY DISEASE)
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SUMMARY:

Familial bemign chronic pemphipus {Hailey-Hailey
dizease} is a blistering dermmiosis, which is inheriied 2 an
autosomal dominant trait and usaally presents around the
third and fourth decades. Painful erosions, vessco-pustules
and scaly erythemnious plagques appear a1 sites of friction
such as the sidies of the neck, the axillae, the proins and the
perimeum. A case of familiml benign chronic pemphigos moa
54 year-old woman is presented. The disease started at the
age of 35, The areas of predilection are the axillary and
submammary folds and gemital area. Ervihematonos,
maceraled plagques were found with muliple painfiul fissures,
vesicles and crusts in its peripbery. The diagnosis was
estnblished on the basis of physical examination and was
confirmed by histological examination of a skin biopsy. A
suprabasal cefl separstion {acantholysis | of 1he epidermis was
founed. A family hisiory is present. An ouiosomal dominant
mde of mheritance was confirmed by genealogical amalysis.
Thireen members have been affected by the same dissase.
Im the presenied case topical and systemic antibiotics,
antimycoics, corlicosieroids and retinokds were applied
with o tranzéent result. The patient was ereated with iopical
Pimecrolimus which showed a good resuit. Postlesional
hyperpigmentations were four after this treatment.

Key words: Familial benign chronic pemphigus,
Hailey-Hailey discnse, acantholysis. Pimecrolimus.

INTRODUCTION:

Familial benign chronic pemphigos {Hailey—Hailey
disease} is o blistering dermatosis. which s inheriied 2= on
autosomal dominami trait and usually presents itself around
the third or fourth decades. Painful ersions, vesico-pusiules
and scaly erythematous plagues appear on 1he sites of friction
such as the neck. axillse, groins amd perineam.

Came report:

A 54-year-old woman with a nineteen-vear history of
Nexural blistering eruptions wos presented. The disease
started st the age of 35 with recament erythema, vesicies and
ersions in the intenrginous areas - axillary. submammary,
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inguinal folds and the neck. Bulloos and erosive lesions
epithelised slowly without scars: There wis no seasonal
influence. however the skin eruptions appeared arowmd
menstruation. The patient's fther and other 11 relatives in
three conseguent generations were affected by the saome
disease. Physical examination showed eryvithematous,
macerated plagues with malisple fissures. peripheral vesicies
and crusis in the axillary amd submammary folds amd the
genital area (Fig. 1y The rootine blood count and urine
analysis were within the normal limits. Microbiological
examimation revealed Candida albicans and Staphylococcus
aureus. Histological examination of skin biopsy showed
intraepidermal clefis of varving sizes both suprabasally amd
higher in the epidermis, as well as the characteristic
incomplete acantbolysis giving it the appearance of a
“dilapidsied brick wall™ (Fig. 2). An amosomal dominant
maode of inheriance was confirmed by penealogical analysis
Thirtcen family members have been affecied by the same
disease (fig. 3} The patient’s medical history revealed a
megative direct immunofluorescence ovaluation, which is
consistent with a diagnosis of Hailey-Hailey disease {or
chronic benige familizl pemphigucy In the presenied caze
systemic and topscal antibiotics (Clindamycin caps., Fucidin
cream |, antamycotics {Iireconazole), topical corlicosteroids
and retinodds were applied with & rransient resali. Finally
the patient was treated with topical pimecrolimus two times
o day with a pomsd result. All of the lesions beabed within 2
weeks. Posilesionnl hyperpigmenintions were found afier
this treatment (Ffig. 4. We observed oo side effects like
pruriius and buming sensation. The patiem was followed wp.

IMSCUSSION:

Haniley-Hailey disease, or chronic benign familial
pemphigos, is a genodermaiosis arising in aduli age with
recurrent vesicles and erosions primarily in the flexural aneas.
Alomg with the typical inteririginous localization of Hailey-
Hailey disease, genermfired cutaneous imvolvement may also
oocor (6, LD, 14 1iis an sutosonnl dominant skin disorder
characterized by abnormal keratimocyie adbesion in the
suprabasal layers of the epidermis. The respoasible defect
has been identified in the gene named ATPICI on




