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Introduction

Brunsting—Perry pemphigoid (BPP) is a rare autoimmune dis-
ease on the pemphigoid spectrum that most commonly affects
older males! and presents with tense pruritic bullae on the head
and neck regions followed by cicatricial alopecia with minimal
mucosal involvement.? Etiology is unclear, but possible trig-
gers include sun exposure, mechanical trauma, medications,
and internal malignancies.’ It has been considered a variant
of mucous membrane pemphigoid (MMP) or epidermolysis
bullosa aquisita (EBA). We present a case of BPP in a woman.

Case report

A 61-year-old woman with a history of hypothyroidism was
referred for persistent localized erosions on the scalp for 6 months
that did not improve with short courses of doxycycline and sys-
temic steroids. On examination, there was a large erosion on the
frontal scalp extending to the vertex with an erythematous rim,
surrounded by scarring alopecia (Fig. 1). Patient did not com-
plain of oral or ocular symptoms and no lesions were identified.
Punch biopsy at the edge of the sclerotic plaque showed severe
perifollicular inflammation and follicular scarring. Direct immu-
nofluorescence of the periulcer skin showed linear deposition of
IgG and C3 along the basement membrane zone, with reactants
on the epidermal side of salt-split skin. She was treated with a
prolonged prednisone taper starting at 40 mg daily, doxycycline
100 mg twice per day, and topical clobetasol 0.05% ointment,
resulting in healing of the existing ulcer with no new lesion devel-
opment. She tolerated reducing doxycycline to 100 mg once daily
but noted new erosions when attempting to taper further.

Discussion

Diagnosis of BPP requires histology showing subepidermal bul-
lae formation and direct immunofluorescence showing linear
IgG and C3 deposits along the basement membrane zone. BPP
demonstrates overlapping clinical, histological, and immuno-
pathologic qualities with MMP and EBA, making its classifi-
cation a topic of debate. Given the rarity of BPP, there are no
studies comparing BPP-like EBA and BPP-like MMP. Further
studies are needed to better characterize these conditions.
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BPP has a chronic and recurrent course that proves challeng-
ing to treat. BPP following physical trauma may be managed
with local protection of affected regions.* While there are no
standardized guidelines for the treatment of BPP, topical®* and/
or intralesional* corticosteroids are often used. Various immu-
nosuppressive agents have been tried, including prednisone,
dapsone, colchicine, cyclosporine, methotrexate (MTX), aza-
thioprine, mycophenolate, cyclophosphamide, rituximab, and
intravenous immunoglobulin.’ According to a recent systematic
review, tetracyclines were the most commonly used steroid-
sparing agent, followed by dapsone and MTX.> Combination
therapy using a systemic steroid-sparing agent, topical cortico-
steroids, and/or antihistamines was most commonly pursued,
with a 31% complete remission rate.> For mild forms of BPP,
topical corticosteroid monotherapy can achieve complete remis-
sion.> New bullae development was more likely in patients
treated with systemic corticosteroids alone.? Therefore, potent
topical®* and/or intralesional* corticosteroids should be consid-
ered for mild cases, with added tetracyclines and/or low-dose
MTX for more severe cases.* In our patient, a regimen of pred-
nisone taper, doxycycline, and topical clobetasol was effective
without the need for MTX. Given the chronicity and recurrent
course of BPP, management should be individualized with peri-
odic evaluations for treatment efficacy.
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What is known about this subject in regard to women and
their families?

e Brunsting-Perry pemphigoid (BPP) is a rare autoim-
mune condition presenting with tense pruritic bullae
that may progress to cicatricial alopecia, which could
have a significant impact on the psychosocial health
and quality of life of those affected.

¢ Although the incidence of BPP in women is lower than
that of older males, it should remain a differential
diagnosis in women with vesiculobullous or cicatricial
lesions on the scalp.

What is new from this article as messages for women and
their families?

e We report a rare case of a woman with BPP and pro-
vide a review of current management approaches.
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Fig. 1. Erosions on the frontal scalp extending to the vertex, accompanied by erythema and scarring alopecia before (A) and approximately 1 month after (B)

treatment with prednisone, doxycycline, and clobetasol ointment.
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