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A case of pemphigus erythematosus with classical facial
butterfly configuration and trunk involvement

Um caso de pénfigo eritematoso com afecao facial classica em borboleta e envolvimento
do tronco

Margarida Brito-Caldeira*®, Miguel Santos-Coelho®, Alexandre Jodo®, and Céndida Fernandes
Dermatology and Venereology Department — Hospital de Santo Antonio dos Capuchos, Unidade Local de Saude de S&o José, Lisbon, Portugal

A 50-year-old male presented with erythematous
and scaly plaques on his face, scalp, chest, and dor-
sum with 1-year duration. Facial lesions affected par-
ticularly the malar region, bilaterally, strikingly sparing
the nasolabial fold (Fig. 1). Histopathology of lesional
skin (Fig. 2) revealed a subcorneal blister with discrete
acantholysis in the granular layer. Direct immunofluo-
rescence (Fig. 3) revealed intercellular deposits of
Immunoglobulin G (IgG) and granular deposition of
IgG in the basement membrane. These findings sup-
ported the diagnosis of pemphigus erythematosus
(PE). Blood analysis revealed positive antibodies
against desmoglein-1 (407 RU/mL, reference value
< 20) and negative ANA and desmoglein-3 antibodies.
Blood cell count and renal function were unremark-
able. The patient was treated initially with oral pred-
nisolone and rituximab with little control and is now
under azathioprine and hydroxychloroquine with an
excellent response.

PE, also known as Senear-Usher syndrome, is a
localized variant of pemphigus foliaceus with clinical

overlap with lupus erythematosus', hence the name Figure 1. Erythematous and scaly dermatosis afecting
of the disease. This is a rare autoimmune blistering the face, scalp and upper trunk.
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Figure 2. Routine histology of lesional skin, revealing
subcorneal blister with discrete acantholysis in the
granular layer. HE, x 200.

Figure 3. Direct immunofluorescence revealed
intercellular deposits of IgG and granular deposition of
IgG in the basement layer.

disorder, with little over 200 cases described in litera-
ture?. Clinically, erythematous scaly patches are found
in typical locations of pemphigus foliaceus, with addition
of the malar region in a butterfly distribution, simulating

cutaneous lupus erythematosus. However, it is rare
for patients to have systemic lupus erythematosus?.
Histologically, PE is similar to pemphigus foliaceus, with
superficial blisters below the stratum corneum or within
the granular layer®. Direct immunofluorescence, how-
ever, differs from pemphigus foliaceus due to the gran-
ular deposition of 1gG along the basement membrane,
as in cutaneous lupus erythematosus.
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