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Unusual Presentation

Gulsun Erdag, MD; Hina S. Qureshi, MD; Kenneth E. Greer, MD; James W. Patterson, MD

Immunoglobulin A (IgA) pemphigus is a rare auto-
immune blistering disease characterized by epi-
dermal acantholysis and neutrophilic infiltrates,
as well as intraepidermal IgA deposits. We report
an unusual case of IgA pemphigus involving anal/
perianal skin and oral mucosa that demonstrated
a successful response to dapsone treatment.
Cutis. 2007;80:218-220.

mmunoglobulin A (IgA) pemphigus is a rare vari-

ant of pemphigus characterized by in vivo—bound

and circulating IgA autoantibodies against cad-
herins on the keratinocyte cell surface.!? Clinically,
it is characterized by pruritic vesiculopustular erup-
tions involving the axillae, groin, trunk, proximal
extremities, and lower abdomen, and is treated
with dapsone. In contrast to pemphigus vulgaris
and pemphigus foliaceus, mucosal membranes gen-
erally are spared in patients with IgA pemphigus.
Two subtypes of IgA pemphigus have been de-
scribed: (1) subcorneal pustular dermatosis (SPD)
and (2) intraepidermal neutrophilic (IEN) derma-
tosis.> Histology of the lesions shows SPD and IEN
infiltration with or without acantholysis. We report
an unusual case of IgA pemphigus (IEN type) that
presented with severe involvement of perianal skin
and oral mucosa, unusual sites for this disorder. Only
rare cases of IgA pemphigus have been reported
to involve oral mucosa. To date, no cases of IgA
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pemphigus with perianal involvement have been
reported in the English language literature.

Case Report

A 56-year-old woman presented with a 5-day history
of itchy blisters covering the entire anal and perianal
area. She was in good general health and did not
have associated systemic symptoms. Her past medi-
cal history was insignificant, except for hypertension
and gastroesophageal reflux disease. Her medica-
tions included lisinopril, ezetimibel simvastatin, and
esomeprazole magnesium. Physical examination
revealed 2- to 6-mm blisters, some with purulent
discharge, on the anal/perianal area, abdomen, calf,
scalp, and tongue, and between the breasts (Figure 1).
She had severe involvement of the anal/perianal area,
where the lesions were florid. A Tzanck smear from
the lesions of the anal area showed numerous neutro-
phils. Pemphigus was clinically suspected. A biopsy
specimen from the abdominal lesions was sent for
routine histology and immunofluorescence studies.

Hematoxylin and eosin stained sections from the
biopsy specimen revealed neutrophilic aggregates,
mainly within the epidermis, with rare subepidermal
neutrophilic aggregates (Figure 2). Acantholysis was
not observed. Direct immunofluorescence of the
skin from the abdomen, using the standard labora-
tory technique, revealed diffuse heavy intercellular
IgA deposits in the epidermis (Figure 3). Staining
with antibodies to immunoglobulin M, immuno-
globulin G, and C3 was negative.

The diagnosis of IgA pemphigus was made.
Because of the rapid onset of symptoms and severe
involvement of skin, especially perianal skin, treat-
ment with oral dapsone (150 mg daily) and pred-
nisone (60 mg daily) was started. Ninety percent
of the patient’s lesions improved within 2 weeks of
initiating therapy. Both medications were gradu-
ally decreased; dapsone was reduced to 50 mg
daily at 8 weeks and prednisone was discontinued.



Figure 1. Skin lesions of immunoglobulin A pemphigus.
Blisters, some with purulent discharge, were located on
the anterior chest.

Figure 2. Stained section from a biopsy specimen
showed intraepidermal blisters with neutrophils (H&E,
original magnification x40).

Figure 3. Direct immunofluorescence staining with anti-
bodies to immunoglobulin A (IgA) showed intercellular
deposition of IgA (original magnification X40).
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At 8-month follow-up, her lesions had greatly
improved, with only a few blisters on her calf.

Comment

[gA pemphigus represents a rare group of autoim-
mune intraepidermal blistering disorders with bound
and circulating IgA antibodies against keratinocyte
surface components.'” It is classified into 2 distinct
subtypes according to clinical and histopathologic
features: SPD and [EN dermatosis.* In SPD-type IgA
pemphigus, histology shows subcorneal pustules and
direct immunofluorescence is positive for IgA local-
ized in the superficial epidermis. The IgA is directed
against a desmosomal cadherin, desmocollin 1.° In
[EN-type IgA pemphigus, there are intraepider-
mal pustules and direct immunofluorescence is posi-
tive for IgA throughout the epidermis. The antigen
bound by IgA is not clearly known, but desmogleins 1
and 3 have been identified in some cases.’®

In contrast to common forms of pemphigus, the
lesions in IgA pemphigus typically spare the mucous
membranes and face. The lesions are localized to
the axillae and inguinal folds in the SPD type and
the trunk and extremities in the IEN type. More
than 70 cases of IgA pemphigus in these locations
have been reported in the literature. IgA pemphigus
is more common in adults, though pediatric cases
also have been reported.”!' Few cases of a com-
bination of mucosal and skin involvement have
been reported.!’® Bruckner et al® described IgA
pemphigus in a child involving the skin, oral
mucosa, and colon. Our case showed severe peri-
anal involvement, an unusual location for IgA
pemphigus. The presence of IgA deposits through-
out the epidermis confirmed that our case was the
[EN type of IgA pemphigus. Although uncommon,
anal involvement in pemphigus vulgaris has been
reported in patients with severe disease.'* How-
ever, anal mucosa/skin is not a usual location for
IgA pemphigus.

IgA pemphigus has a chronic and benign course.
Dapsone is the first choice of therapy and the
lesions respond well to the treatment.!? Other
therapies, such as etretinate, psoralen plus UVA,
or colchicine, also have been successfully used.!>!¢
Rare cases of IgA pemphigus that did not respond to
dapsone therapy have been treated with other regi-
mens including isotretinoin, acitretin, adalimumab,
mycophenolate, and azithromycin.!7?° Our patient
showed an excellent response to dapsone treatment.
She was nearly lesion free, with a few blisters on
her calf after 8 months, and she did not show any
relapse with tapering the dose.

We report a case of IgA pemphigus that pre-
sented with severe anal/perianal and oral mucosa
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involvement, an unusual location for this disorder.
The patient was successfully treated with dapsone.
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