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Pemphigus Foliaceus
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Pemphigus foliaceus is an autoimmune blistering disease, which affects the skin but rarely
affects the mucosae. There are two variants of pemphigus foliaceus : endemic and sporadic.
Erythroderma due to pemphigus foliaceus is unusual and its occurrence in a child is very rare.
We describe a case of erythrodermic pemphigus foliaceus in a 12- year- old boy.
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P
emphigus foliaceus is an autoimmune blistering
disease, which affects the skin but rarely affects
the mucosae [1]. Erythroderma due to
pemphigus foliaceus is unusual and its

occurrence in a child is very rare . We describe this entity
in a 12- year- old boy.

CASE REPORT

A 12-year-old boy presented to us with widespread skin
lesions of 4 months duration. Erythematous and crusted
lesions first appeared on his scalp and within a few days it
became generalized and then erythrodermic (Fig. 1).
Scaling and exudation were also seen. Different
antibiotics and topical steroids were prescribed without
significant improvement. The child also complained of
hearing loss since one month. On physical examination,
erythroderma with severe scaling and malodorous
discharge was seen. There was mild palmoplantar
keratoderma and scales covered the entire scalp. There
were two small vesicles along the ulnar side of right palm.
The mucosal surfaces and nails were normal. He had two
small non tender submandibular lymph nodes. External
auditory canal was filled with scales and crusts. Pinna
was tender on palpation. After removing the crusts,
external auditory canal was found to be red and swollen.
Routine laboratory tests were normal except erythrocyte
sedimentation rate which was elevated (52mm/hr).
Giardia cyst was found in stool exam. KOH examination
from the scalp scales was negative for dermatophytes.
Lesional and perilesional biopsy were taken with

impression of pemphigus foliaceus, eczema, psoriasis,
and erythroderma due to dermatophytosis.

The microscopic examination showed a subcorneal
cleft in the granular layer. A few acantholytic cells were
also seen. Mixed inflammatory infiltrate with
lymphocytic predominance was seen in dermis. Direct
immunofluorescence performed on prelesional specimen
showed deposits of C3 and IgG in the upper part of the
epidermis compatible with pemphigus foliaceus. Oral
prednisolone 30 mg/d and azathioprine 50 mg/d were
started. Proper treatment was instituted for external otitis
and Giardia cyst. Prednisolone was increased to 50 mg/d
due to poor response to treatment. A few days later the
lesions began to improve. The child was discharged after
45 days of admission. Follow-up was not possible.

DISCUSSION

Pemphigus foliaceus is an autoimmune disease that is
characterized by the presence of autoantibodies against
the cell surface of keratinocytes, which leads to
destruction of epidermal cell junctions. Blistering in this
group of autoimmune disease occurs in upper parts of the
epidermis, either in the granular layer or just beneath the
stratum corneum. Pemphigus foliaceus comprises of two
major categories: (i) sporadic form; and (ii) endemic
pemphigus foliaceus also known as fogo selvagem (wild
fire) [1-4].

Fogo selvagem primarily affects children in contrast to
the sporadic form of pemphigus foliaceus which is
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generally a disease of the middle aged and elderly people.
It is rare among children [2] with the average age at
presentation being 7.7 years [5]. The youngest patient
reported so far was a 18- month-old child [5].Childhood
pemphigus foliaceus appears to be slightly more common
in boys [1]. The most common sites of involvement are
scalp and face, followed by the trunk or upper extremities
[6]. Lesions of the groin or pubic area are rarely reported.
Mucous membranes are generally not involved.
Pemphigus foliaceus may remain localized or become
generalized. Progression of disease to multiple cutaneous
sites occurrs in more than half of the cases [1].The most
common primary lesions appear on the face and the scalp
as superficial bullae which rapidly rupture and leave scales
and crusts. Sometimes only scales and crusts with
erythematous bases may be seen [6,9]. Generalized
erythroderma has been reported in 2 cases of childhood
pemphigus foliaceus [3]. Triggering factors such as UV
exposure, drugs and various infections have been
proposed as provoking factors for the disease [1]. Our
patient suffered from otitis and giardiasis which may have
precipitated pemphigus foliaceus. In most cases of
pemphigus foliaceus, the diagnosis is based on
histopathology. Pemphigus foliaceus may initially be
misdiagnosed as impetigo, seborrheic dermatitis, eczema,
psoriasis and dermatitis herpetiformis. In majority of cases
topical and systemic corticosteroids are used for the
treatment.
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FIG.1 Generalized crusted lesions in Pemphigus foliaceus.


