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Abstract

A 51-year-old uninsured, otherwise healthy male who works in the fishing industry presented with a two-
month history of pruritic scaly plaques on his face, scalp, and trunk and mild photosensitivity. A biopsy of a
scalp lesion revealed acantholysis consistent with pemphigus foliaceus. Laboratory testing demonstrated
elevated anti-desmoglein 1, positive antinuclear antibodies (ANA and anti-dsDNA), and elevated Sjogren’s
anti-SS-A antibodies. The patient was diagnosed with pemphigus erythematosus. The patient was not
optimally responsive and was unable to discontinue systemic corticosteroids despite a maximum dosage of
mycophenolate mofetil of 3000 mg/day. Hence, rituximab was added as a rescue treatment with the
rheumatoid arthritis protocol. Three months after starting rituximab, there was a marked improvement in
symptoms with complete resolution of cutaneous lesions.
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Introduction

Pemphigus erythematosus (PE), or Senear-Usher syndrome, is a type of superficial pemphigus exhibiting
features of pemphigus foliaceus (PF) and systemic lupus erythematosus (SLE) [1]. It affects the face, scalp,
and trunk with annular scaling plaques [2]. Diagnosis is based on clinical presentation, histopathology,
immunofluorescence, and autoantibody serology [3]. Pemphigus erythematosus frequently presents in
patients with other cutaneous autoimmune diseases, making clinical diagnosis more challenging [4].
Treatment includes systemic corticosteroids, dapsone, and immune-suppressing treatments. Rituximab is
an established and successful therapy for different subtypes of acquired pemphigus [5]. However, there is
little information available on the efficacy of this therapy or other biological treatments in treating PE [6].
There are few case reports on the successful usage of dupilumab, an IL4/IL13 inhibitor, including two cases
of PE [7]. We report the case of a 51-year-old Latino male presenting with recalcitrant PE that was
successfully managed with rituximab after failing to respond to high-dose mycophenolate mofetil (MMF)
and being unable to decrease dosages of systemic steroids.

Case Presentation

A 51-year-old otherwise healthy Latino male presented with a two-month history of pruritic scaly plaques
on the face, scalp, and trunk with accompanying photosensitivity. The patient also had erythema of the
malar cheeks and nose. He was initially diagnosed with seborrheic dermatitis by a non-dermatologist
provider. The condition was unresponsive and progressively worsened due to multiple oral antibiotic
regimens (Figure /). In addition, the patient complained of arthritis and Raynaud’s phenomenon.

FIGURE 1: Initial presentation of scaling plaques on the head (A, B) and
trunk (C)

A punch biopsy from a lesion on the right inframammary crease demonstrated findings more consistent with
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transient acantholytic dermatosis (Grover’s disease). The patient was prescribed topical triamcinolone
(0.1%) and calcipotriene (0.005%).

One month later, the condition continued to progress and spread with superficial blistering and scaling
plaques. An additional biopsy of the involved area on the posterior scalp revealed subcorneal acantholysis
with foci of missing stratum corneum and granular layer separation (Figure 2). Direct immunofluorescence
was not performed at the time of the biopsy due to a lack of insurance coverage.

FIGURE 2: Punch biopsy of lesion showing subcorneal acantholysis
and granular layer separation

Serologies were performed at a subsidized patient self-pay rate to confirm the diagnosis. Indirect
immunofluorescence (IIF) revealed IgG (1:160) and IgG4 (1:40) intercellular antibodies on monkey
esophagus. The serum enzyme-linked immunosorbent assay (ELISA) was positive for desmoglein 1
autoantibodies (151.4 ELISA units) and negative for desmoglein 3 autoantibodies (3.2 ELISA units). The
patient was also positive for antinuclear antibodies (ANA 1:640), anti-dsDNA, and Sjogren’s anti-Ro (SSA)
antibodies. An evaluation by rheumatology was negative for SLE. A diagnosis of PE was rendered based on
the clinical presentation, histopathology, and serology results. The patient was initially treated with oral
prednisone 20 mg/day and MMF 1000 mg/day.

After one month, the plaques regressed, but the patient reported mood changes that were not present prior
to starting prednisone. Hence, the psychotropic symptoms seemed secondary to the systemic
corticosteroids. The rheumatology consultation also confirmed these symptoms were likely induced by
prednisone. A prednisone taper to 15 mg/day was initiated, and the MMF dose was increased to 2000
mg/day. The patient developed prednisone-induced folliculitis and continued to have intolerable
psychological effects after six months. The patient was unable to taper below 5 mg/day of prednisone, and
the MMF dose was increased to 3000 mg/day for an additional three months. Due to persistent cutaneous
involvement, rituximab was considered and administered.

The patient began rituximab infusions according to a modified rheumatoid arthritis protocol (1 g on day one
and 1 g on day 15). Three months after the rituximab infusion, a marked improvement of symptoms with
complete resolution of the PE lesions was noted (Figure 3). At the six-month post-infusion follow-up
appointment, the patient had discontinued prednisone, and the MMF dose was tapered to 1500 mg/day.
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FIGURE 3: Complete resolution of lesions three months after initiation
of combination therapy

Discussion

Pemphigus erythematosus has been considered a subtype of PF. It presents with flaccid bullae leading to
yellow-hued scaling plaques and hyperkeratosis similar to impetigo and other forms of pemphigus [4].
Lesions typically appear on sun-exposed cutaneous areas such as the head, neck, and upper trunk.
Pemphigus erythematosus may also present in a malar distribution mimicking the facial-cutaneous
presentation of SLE [5].

A diagnosis of PE can be confirmed with routine histology and direct and indirect immunofluorescence
[8,9]. Serological studies for patients with PE are typically positive for anti-desmoglein 1 and/or anti-
desmoglein 3, along with lupus antinuclear and anti-Ro/SSA antibodies [4,10].

Our patient was diagnosed with PE based on the clinical presentation and histopathological and serological
studies. The patient was initially treated with systemic prednisone and MMF as a steroid-sparing agent. Due
to adverse and persistent disease, rituximab was used as adjuvant rescue therapy. The patient exhibited a
successful response and is now taking MMF 1500 mg/day as monotherapy.

Pemphigus erythematosus is often unresponsive to topical therapies and is treated with a combination
regimen of oral corticosteroids, dapsone, and immunosuppressive agents such as MMF, methotrexate,
azathioprine, and cyclophosphamide [5]. Patients whose disease control is systemic corticosteroid-
dependent, unresponsive to oral corticosteroid-sparing medications, or intolerant to their adverse effects
may benefit from rituximab. Rituximab is an FDA-approved treatment for pemphigus vulgaris [6].

Conclusions

Pemphigus erythematosus is a rare autoimmune bullous disease with features of lupus erythematosus and
PF. It can typically be treated with oral corticosteroids, MMF, and other immunosuppressant medications.
Alternative treatments may be necessary for refractory cases or patients who cannot tolerate the effects of
systemic corticosteroids. This case demonstrates rituximab as an alternative rescue treatment for PE.
Further studies are needed to determine the efficacy of rituximab in treating PE.

Additional Information
Disclosures

Human subjects: Consent was obtained or waived by all participants in this study. Conflicts of interest: In
compliance with the ICMJE uniform disclosure form, all authors declare the following: Payment/services
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submitted work. Financial relationships: All authors have declared that they have no financial
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relationships at present or within the previous three years with any organizations that might have an
interest in the submitted work. Other relationships: All authors have declared that there are no other
relationships or activities that could appear to have influenced the submitted work.
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