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Abstract

Brunsting-Perry pemphigoid (BPP) is a variant of cicatricial pemphigoid characterised by tense, pruritic subepidermal bul-
lae which eventually heals with atophic scarring. BPP has a predilection for head and neck area with little or no mucosal

involvement. Average age of onset is 58 with a 2:1 male/female ratio. Here, we report a

Brunsting-Perry Pemphigoid Successfully Treated with Intralesional Rituximab
Introduction

Brunsting-Perry pemphigoid (BPP) is a variant of cicatricial pemphigoid characterised by tense, pruritic
subepidermal bullae which eventually heals with atophic scarring.! BPP has a predilection for head and
neck area with little or no mucosal involvement.? Average age of onset is 58 with a 2:1 male/female ratio.?
Here, we report a case of BPP treated with intralesional rituximab injection.

Case Report

A 70-year old male patient was referred to our clinic with 3 month history of pruritic, non-healing ulceration
on his face. The lesion showed no improvement from topical antibiotics prescribed in an outpatient setting.
According to our patient, potent topical corticosteroid ointments led to temporary remission only.

Dermatological examination revealed 3x3 cm erythematous plaque with central ulceration on his infra-
auricular area. (Fig. 1) There was no involvement of oral, nasopharyngeal, genitourinary and ocular mucosa.

Two 4 mm punch biopsies were obtained, one from edge of the ulcer and the other from perilesional skin.
Histopathology revealed subepidermal splitting and diffuse lymphocytic infiltration in the papillary dermis.
(Fig. 2) Direct immunoflourescence (DIF) analysis showed strong linear IgG and C3 positivity along the
basement membrane.

According to these results, our patient was diagnosed with Brunsting-Perry pemphigoid. Intralesional ritux-
imab was administered for treatment. Intravenous hydrocortisone and pheniramine maleate were given prior
to the injections, as part of the premedication protocol. Four sessions of intralesional rituximab (10 mg/ml)
injections were performed in total, each with a 2-week interval. 1 mg of rituximab (0.1 ml) was injected one
centimeter apart until the entire lesion was covered. A noticable improvement was noted at the end of four
sessions. (Fig. 3)

Discussion

BPP is a rare, autoimmune bullous skin disorder classified as a variant of mucous membrane pemphigoid
(MMP). It was first reported in 1957 by Brunsting and Perry, as a scarring disease localised to the head and



neck, with no mucosal involvement.*

The pathogenesis of BPP includes an attack on the target proteins of the basement membrane by autore-
active antibodies. Antibodies targeting laminin 332, type VII collagen, and BP180 have been identified
up to now. Autoreactive IgG targets these proteins with subsequent deposition of C3 complement, which
can be demonstrated by DIF. This autoimmune cascade results in a lymphocytic infiltrate with significant
eosinophilia. This disrupts the normal structure of the basement membrane, causing a separation below the
epidermis.!

Treatment of BPP is challenging and should be initiated as early as possible. Mild cases can be treated with
potent topical or intralesional corticosteroids whereas moderate-to-severe disease requires systemic therapy
with immunosuppressive drugs such as prednisone, azathioprine, mycophenolate mofetil, and cyclophos-
phamide. >

Rituximab is a humanised IgG1 type monoclonal antibody against CD20 antigen, which is found on the
surface of mature B cells. Rituximab is indicated for the treatment of non-Hodgkin’s lymphoma, chronic
lymphocytic leukemia, rheumatoid arthritis, microscopic polyangiitis and granulomatosis with polyangiitis
(Wegener’s Granulomatosis). Rituximab has become the first-line therapy for moderate to severe pem-
phigus vulgaris. Intralesional rituximab has been shown to be effective in recalcitrant mucosal lesions of
PV. 7 In severe resistant MMP cases, rituximab has been quite successful, in combination with systemic
immunsupressive or immunmodulatory treatment.®

Our patient was resistant to treatment with potent corticosteroids so we decided to administer intralesional
rituximab as a novel therapeutic approach. Our case is the first reported case of Brunsting-Perry pemphigoid
treated successfully with intralesional rituximab.
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