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Juvenile Pemphigus Vegetans of the Glans Penis
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Sir,

Pemphigus is defined as a group of mucocutaneous
blistering diseases characterized by epithelial acantho-
lysis. In all variants of pemphigus, circulating and fixed
autoantibodies against the intercellular substance of
epithelium have been demonstrated. Suprabasal clefting
is seen in pemphigus vulgaris and its rare variant,
pemphigus vegetans (1).

The latter form of pemphigus is characterized by
papillomatous and vegetative lesions and accounts for
about 5% of cases. It is historically differentiated into
two types (2). In the Neumann type, often beginning as
pemphigus vulgaris, soft whitish vesicles soon erode
and heal with verrucous hypertrophic growths. In the
Hallopeau type, yellowish pustules are the primary
lesions; crusted, verruciform or papillomatous prolif-
erations then develop with an advancing border of new
pustules (1). The course of disease is relatively benign (3).

Both entities affect primarily the intertriginous areas
(4). In addition, broken bullac and erosions with
vegetations may occur on the oral, nasal or oesopha-
geal mucosa (5-7); the involvement of the genital
mucosa is exceedingly rare.

Herein we report the occurrence of pemphigus vegetans
of the Neumann type with both cutanecous and
mucous manifestations in a young boy.

CASE REPORT

A 16-year-old boy was admitted for evaluation of coincidental
erosive balanoposthitis and stomatitis of 6 months duration.
His medical history revealed a transient bullous eruption on
the back, appearing about 2 months earlier. Physical
examination showed large and painful erosions of the cheek
mucosa (Fig. 1) and soft palate, with irregular shedding
outline and central hypertrophic and vegetating epithelium
regeneration. Scrotal tongue was not present. Oral smear for
Tzanck cytodiagnosis revealed numerous acantholytic cells.
Similar coalescing erosions with vegetating borders were seen
on the glans and the mucous surface of the prepuce (Fig. 2).
Hyperpigmented lesions after previous bullae were localized
on the sacral region. Microscopic examination of a specimen
taken from the prepuce showed a suprabasal detachment,
with loss of the surface epithelium. The extensive acantholytic
phenomena featured numerous villous projections consisting
of dermal papillae. A modest downward growth of epithelial
strands from the basal cells was also demonstrated. Telan-
giectasias with extravasation of erythrocytes and a variably
dense band-like mixed inflammatory infiltrate, consisting of
plasma cells and small lymphocytes with focal collection of
eosinophils were present in the villous projections and superficial
dermis (Fig. 3).

Indirect immunofluorescence (IIF) of the patient’s serum
showed circulating antibodies to the intercellular spaces of
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titre 1:80. Direct immunofluorescence (DIF) performed on
perilesional glans penis mucosa revealed intercellular deposi-
tion of IgG and C3.

These findings allowed us to establish the diagnosis of
juvenile pemphigus vegetans. Treatment with prednisone at an
initial dose of 1.5 mg/kg/day, gradually tapered to 0.2 mg/kg/
day produced rapid benefit. Within 4 months of therapy
mucosal lesions had completely cleared and IIF findings had
become negative.

Unfortunately, the patient did not comply with the
instructions; once he discontinued corticosteroids, the disease
relapsed with cutaneous bullae typical of pemphigus vulgaris.
Within the first year he was lost to follow-up and we could
not observe the long-term evolution of this case.

Fig. 1. Erosions of the cheek mucosa with central hypertrophic and
vegetating epithelium regeneration.

Fig. 2. Coalescing erosions with vegetating borders of the glans
and the mucous surface of the prepuce.
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Fig. 3. Suprabasal detachment, and extensive acantholytic phenom-
ena of the epithelium. Band-like mixed inflammatory infiltrate, con-
sisting of plasma cells and small lymphocytes with focal collection
of eosinophils, present in the villous projections and superficial
dermis. (H&E staining, x 150).

DISCUSSION

Pemphigus is a rare mucocutaneous disease which
generally affects middle-aged adults. So far, the
literature reports only few cases occurring under the
age of 18 (8, 9); most of these patients suffered from
pemphigus vulgaris or foliaceus.

Only two reports about the vegetans variety of the
disease in childhood have been published (9—11), both
referring to cutaneous forms. The first patient described
in 1992 (11) was a 12-year-old Chinese boy, who
developed painful stomatitis and vegetating erosive
plaques of the intertriginous regions. In the second case
(9) the clinical presentation resembled pemphigus
vulgaris but the lesions in the perianal area healed as
hypertrophic granulation tissue. The patient was
treated with oral and intralesional corticosteroids and
azathioprine.

Regarding pemphigus vegetans of mucosae in all
ages, we could only find two case reports in the
literature. The first describes a recurrent vulvar
acantholytic dermatosis in a 22-year-old Indian
woman (12), while the second (13) describes a man
suffering from chronic balanitis closely resembling our
case. As in our report, treatment with prednisone orally
(starting dose 60 mg/day) resulted in a significant
improvement within 3 weeks.

Our patient, who represents the first case of juvenile
pemphigus vegetans of the glans penis, additionally
showed hypertrophic granulations in the oral mucosa,
and cutaneous manifestations of pemphigus vulgaris.

The prognosis of pemphigus in childhood has been
widely debated (8, 13-15). Controversies probably
depend on earliness of diagnosis, type of management
and differences in follow-up time, but all authors
agree that superficial or localized variants are
associated with a less severe course, whereas wide-
spread pemphigus vulgaris, especially in infants, often
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leads to fatal outcome. In severe cases, treatment with
high doses of systemic corticosteroids and cytostatic
drugs may cause serious side-effects (8). When
blistering is milder and/or patients are relatively
older, low-dose corticosteroids are effective and well
tolerated. In some reports even aggressive topical
therapy (16), intralesional corticosteroids (14) or
dapsone (17) were successful.

Despite the usual treatment resistance of mucous
membrane lesions, our patient went rapidly into clinical
remission with oral prednisone, but early recurrence
was observed. Our experience thus further confirms
previous observations (8).
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