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Benign familial chronic pemphigus (Hailey-Hailey) provoked by contact sensitivity
in 2 patients

G. P́1, S. K́́1, É. A1, E. T́2  A. H́1

1Department of Dermatology and Venerology of the Semmelweis Medical University
2National Institute of Dermato-Venerology, Budapest, Hungary

Key words: contact sensitivity; benign familial chronic pemphigus; Hailey-Hailey; cosmetics; fragrance mix; PPD;
MCI/MI. C Munksgaard, 1999.

Benign familial chronic pemphigus (Hailey-Hailey) is a
rare hereditary condition characterized by development
of blisters at sites of friction and in the intertriginous
areas.

Case Reports
Case no. 1
A 47-year-old man had had Hailey-Hailey for 8 years.
His son, father and grandmother also had the disease.
He observed that some creams caused irritation and in-
duced blister formation when applied. He was tested
when he was symptom-free.

On patch testing, PPD and MCI/MI showed erythema
and infiltration at D2 and blisters at D3. Biopsy of the
bullous reaction elicited by MCI/MI showed a hyper-
plastic epidermis, with split formation in the stratum
spinosum, and in the papillary dermis, a chronic inflam-
matory reaction. On electron-microscopy, in the stratum
spinosum, early acantholysis with partial separation of
the keratinocytes and, in some places, intraepidermal
lymphocytes were detected. Between the keratinocytes,
the desmosomal connection within the stratum spinos-
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um was opened, with internalization of desmosomes be-
coming apparent. There was no sign of intraepidermal
spongiotic vesicle formation.

Case no. 2
Many of a 54-year-old woman’s relatives had Hailey-
Hailey. Her skin symptoms had started 34 years ago,
Hailey-Hailey being verified by histology in 1994. She
observed that, particularly after the use of some deodor-
ants and cosmetics, confluent, itchy blisters, then super-
infected erosions, developed in the intertriginous areas.
When seen in our department, under the breast and in
the armpits, 1–2 cm large, extended erosions, erythema,
fissures and moderate scaling were noted.

On patch testing, fragrance mix showed infiltration at
D1 and a blistering reaction at D3. Biopsy of the posi-
tive patch test at D3 showed a hyperplastic epidermis,
acantholysis, and perivascular infiltration in the upper
dermis.

Discussion
There are few reports of Hailey-Hailey patients having
contact allergies (1, 2). Peppiat et al. (1) even suggest that
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patch testing should be done only if there are strong clin-
ical indications, because some patients might have severe
blistering reactions. There are reports of formaldehyde
and MCI/MI (3), cinnamic aldehyde and cinnamic alco-
hol (4) provoking bullous pemphigoid, and 1–3 dichlor-
propene (5) and nickel (6) provoking contact pemphigus.
In these cases, the bullous skin signs were reproduced by
patch test and the diagnosis verified histologically. There
are reports of pesticides, chromium sulfate and tincture of
benzoin provoking contact pemphigus (7).

In our patients, the morphology, histology and elec-
tron-microscopical findings confirmed the Köbner phen-
omenon (8, 9) rôle of contact sensitivity in precipitating
the characteristic skin symptoms.
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Octopuses (Octopus spp.) are mollusks belonging to the
class Cephalopoda. They are primarily inhabitants of
warmer waters (1) and tend to be solitary, irritable, and
pugnacious. They may reach 9 m (29 feet) in length.
They protect themselves with a parrot-like chitinous
beak on the ventral side of the head (1). While many
octopuses are capable of inflicting wounds on humans,
only the small Australian blue-ringed octopus, Octopus
maculosus (Hapalochlaena maculosa), inflicts lethal bites
(2).

Case Report
A 50-year-old male diver was removing a small octopus
from an aquarium on a boat in the Andaman Islands
(Indian Ocean), to study and to photograph it. He was
bitten while handling it carelessly. A small wound, with
profuse bleeding and perilesional tingling, appeared on
the dorsum of the right hand, accompanied by instan-
taneous pain (like a bee sting).

Systemic effects soon followed (hypotension and
bradycardia). Immediately, the patient immersed the
wound in hot water, because he thought that any hypo-
thetical venom could be inactived in this way. During the
first few hours after being stung, he developed swelling,
redness and a burning sensation on the hand, unrespon-
sive to analgesics.

After 30 days, a necrotic erythematous plaque was
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Börgyógy Vener Szemle 1981: 57: 197–203.

still present, with lymphedema on the dorsum of the
hand. Treatment with topical corticosteroids and sys-
temic non-steroidal anti-inflammatory drugs led to evi-
dent improvement of the lesion after only about 2
months. Photographs taken from a sequence filmed by
the patient enabled us to identify the octopus as Octopus
apollyon, a species which lives in tropical seas.

Discussion
The frequency with which divers encounter octopuses is
high. The patient, albeit an expert diver, did not con-
sider this risk, probably because he mistook Octopus
apollyon for Octopus vulgaris. Usually the octopus im-
mobilizes its prey, and while it bites, injects toxic secre-
tions produced by the posterior salivary glands, com-
posed of serotonin, other amines (tyramine, metatyrami-
ne, dopamine, octopamine and histamine) and
cefalotoxin (2–4). Octopus bite is not in itself a danger-
ous event (a star-like lacerated and contused wound with
swelling borders in association with instantaneous pain)
except for the bite of the blue-ringed octopus (Hapaloch-
laena maculosa), whose poison is considered lethal for
humans (mortality rates ±25%) (5–8).

Many reports describe in detail the glandular secre-
tions of Octopus vulgaris (present in many aquaria) and
Hapalochlaena maculosa (9). In our patient, the salivary
gland secretion probably contained amines and sero-




