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Abstract

Pemphigus vulgaris (PV) is a rare autoimmune blistering 
disorder of the skin and mucous membranes. The true prevalence 
of esophageal involvement is unknown; esophageal symptoms 
almost always occur in the context of oral mucosa involvement. 
We report the case of a 66-year-old man with cutaneous blisters 
and esophageal symptoms that did not respond to acid suppression 
therapy. Esophagogastroduodenoscopy showed esophageal ulcers 
and mucosal desquamation. Biopsies were consistent with the 
diagnosis of PV. The patient was started on immunosuppressive 
therapy, achieving remission. This represents a rare case of 
esophageal involvement of PV without mucosal involvement and 
draws attention to a rare cause of dysphagia, which can be fatal if 
left untreated. (Acta gastroenterol. belg., 2021, 84, 365-366).
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Introduction

Pemphigus is a group of rare blistering disorders 
characterized by acantholysis, an immune-mediated 
phenomenon that results in the formation of intraepithelial 
blisters in mucous membranes and skin. Classically, it 
is classified as three major forms: pemphigus vulgaris, 
pemphigus foliaceus and paraneoplastic pemphigus; 
more recently, IgA pemphigus has also been described. 
In its most common form, pemphigus vulgaris, the oral 
cavity is typically involved, being the most common site 
of mucosal lesions. Esophageal involvement is thought 
to be rare, especially in the absence of oral lesions. Left 
untreated, PV can be fatal due to the loss of body fluids 
and secondary bacterial infections. We report a case of 
PV with esophageal involvement.

Case report

A 66-year-old Caucasian man presented to our hospital 
with blisters on his trunk that had appeared one month ago 
and a sudden onset of odynophagia and dysphagia the day 
before. He was already on antihistamine therapy because 
of the cutaneous manifestations, showing no signs of 
improvement. His past medical history included arterial 
hypertension, dyslipidemia and coronary heart disease. 
Chronic medication included rosuvastatine, clopidogrel, 
acetylsalicylic acid and bisoprolol. On physical 
examination, multiple flaccid blisters and erosions on 
normal-appearing skin were evident, mainly on the trunk, 
but also on the arms and legs (figure 1). No mucosal 
involvement was identified at the time. Pruritus was also 

absent. Routine laboratory investigations in-cluding full 
blood count, renal profile, liver function tests, C-reactive 
protein and coagulation profile were performed, revealing 
only a discrete leukocytosis. The patient was referred to 
an urgent dermatology appointment. A skin biopsy was 
performed. A hypothesis of bullous pemphigoid was made 
and the patient was started on systemic corticosteroid 
and a protein pump inhibitor. Two weeks after the initial 
evaluation, the skin lesions showed improvement and 
no mucosal lesions were evident, namely on the oral 
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Figure 1. — Pemphigus vulgaris manifestations : blisters and 
erosions affecting the trunk ; and diffuse ulceration in the 
middle and lower esophagus.
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up to 75% of the cases (2), and often the first site of 
disease. Lesions in the conjunctivae, nasal mucosa, 
vagina, labia, penis and anus have also been described. 
Esophageal involvement, initially thought to be rare, 
is now thought to be underdiagnosed, as patients may 
not develop symptoms. Calka et al have performed 
esophagogastroduodenoscopy in 26 patients with PV, 
reporting an esophageal involvement in 46.15% cases 
(3). The main symptoms, consistent with our report, 
are dysphagia and odynophagia (4). The most common 
endoscopic features are blisters, erosions, ulceration and 
the presence of an easily detached esophageal lining 
(Nikolsky sign). Differential diagnosis includes other 
vesiculobullous diseases, paraneoplastic syndromes and 
drug-induced manifestations. Few cases of esophageal 
involvement without oral mucosa involvement have 
been reported in the literature. We found 4 cases in the 
literature (5-8), oral cavity lesions may not be evident 
until 2 years of the initial presentation. In this case, oral 
lesions were present 3 months after the initial diagnosis. 
Treatment regimens include systemic corticosteroids and 
immunosuppressive agents. Albeit essential in preventing 
death from loss of body fluids or secondary bacterial 
infections, complications from longstanding therapy still 
occur in 5-10% of the patients (9).
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cavity. However, the esophageal symptoms worsened, 
and marked dysphagia and odynophagia were reported. 
The patient was then referred to our unit for further 
study. An esophagogastroduodenoscopy was performed. 
Esophageal mucosa showed marked hyperemia in the 
upper esophagus and diffuse ulceration in the middle and 
lower esophagus. Extreme friability was noted (figure A). 
Biopsies resulted in peeling of linear strips of mucosa. 
The gastric and duodenal mucosa were preserved. 
Esophageal biopsies showed signs of ulceration and 
hemorrhage, suprabasilar acantholysis and intraepithelial 
clefts (figure 2). Anti-desmoglein autoantibodies 1 
and 3 were positive. A diagnosis of PV was made and 
systemic corticotherapy was started. Azathioprine was 
further added. The patient showed complete resolution 
of esophageal symptoms and skin lesions disappeared. 
Three months after the onset of symptoms an oral erosion 
appeared. Biopsy of the lesion was consistent with PV. 
Azathioprine was tapered with complete healing of 
mucocutaneous erosions.

Discussion

Pemphigus vulgaris, the most common form of 
pemphigus, is a rare disease, with incidence rates 
between 0.1 and 0.5 per 100,000 people per year. The 
prevalence in men and women is approximately equal 
and the mean age of onset of disease is 50 to 60 years 
(1). The hallmark of pemphigus vulgaris is the finding 
of IgG autoantibodies against glycoproteins desmoglein 
1 and desmoglein 3, which play a key role in cell-to-
cell adhesion. These autoantibodies appear to induce 
acantholysis, a phenomen that results in easily ruptured 
blisters and a clinical sign known as the Nikolsky sign. 
Skin blisters rupture easily, forming painful erosions 
with little tendency to heal. The oral cavity is the most 
common site of mucosal involvement, reported in 

Figure 2. — Suprabasilar acantholysis and intraepithelial clefts 
seen in magnification (hematoxylin and eosin stain).


