Esophageal involvement by pemphigus vulgaris
resulting in dysphagia

¢

Fig.1 In a44-year-old patient with dysphagia because of pemphigus vulgaris that involved the
esophagus, endoscopic esophageal views show mucosal exfoliation and confluent linear erosions that
become less severe distally: a,b upper esophagus; ¢ mid esophagus; d lower esophagus.
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A 44-year-old man was admitted to our
institution because of the appearance of
painful cutaneous, oral, and genital vesi-
cles. His previous medical history was
unremarkable. He had had pharyngitis
treated with amoxicillin 1 month before
the hospitalization. On physical exam-
ination, symmetrically erythematous
plaques, covered with vesicles, were seen.
Because of subsequent dysphagia for solid
food, he underwent esophagogastroduo-
denoscopy.

The endoscopic examination revealed
esophageal mucosal exfoliation with mul-
tiple linear and confluent furrows in the
upper and middle esophagus (© Fig.1)
that were less severe in the lower esopha-
gus. The gastric and duodenal mucosa was
preserved, without mucosal breakage.
Biopsy specimens were taken from lesions
in the upper and middle esophagus, with
stripping of the mucosa on withdrawal of
the biopsy forceps (© Video1). The histo-
logic examination showed suprabasal
clefting, cells with a tombstone appear-
ance, and prominent acantholysis, sug-
gestive of pemphigus vulgaris (© Fig.2).
At the same time, a skin lesion biopsy
was performed, which confirmed the
diagnosis (© Fig.3).

Systemic corticosteroid treatment was
started but was unsuccessful; during sub-
sequent immunotherapy and the intra-
venous administration of monoclonal
antibodies, the symptoms and signs
decreased.

Pemphigus vulgaris is a rare autoimmune
disease in which bullae of the skin and
oral mucosa form as a result of acantholy-
sis mediated by circulating immunoglo-
bulin G autoantibodies against intercellu-
lar antigens of stratified epithelia. Pem-
phigus vulgaris can involve other mucosal
surfaces that have squamous epithelium,
such as those of the esophagus, nasophar-
ynx, conjunctivae, cervix, and anus [1].
The prevalence of esophageal involvement
in autoimmune bullous skin disease is
67.8% [2], but esophageal involvement
may be underrecognized or misdiagnosed
without a proper endoscopic evaluation

Biopsy specimens are taken from lesions in the
upper and middle esophagus, with stripping of
the mucosa on withdrawal of the biopsy forceps.
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[3]. Commonly, it is characterized by vesi-
cles, superficial erosions, red and erythe-
matous longitudinal lines, a circumferen-
tial crack with peeling, and a whitish mu-
cosa with extensive bleeding along the
entire organ. Pemphigus vulgaris may also
be induced by drugs, including d-penicilla-
mine and angiotensin-converting enzyme
inhibitors [4,5]. Corticosteroids and im-
munosuppressive agents are considered
the first-line treatment. If untreated, pem-
phigus vulgaris can be fatal.
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Fig.3 Histologic

-+ examination of the

- skin specimen shows
marked acantholysis

. and a linear palisade

~ of intact basal keratino-
' cytes, the so-called
tombstone appearance;
examination with im-
munofluorescent tech-
niques reveals immu-
noglobulin G and com-
plement C3 at the level
of the basal keratino-

cytes.
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