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Esophageal manifestations of bullous pemphigoid

Abstract

We report the case of an 86-year old female who presented with dysphagia, nausea and
epigastric tenderness. She had a history of bullous pemphigoid treated with high dose
steroids and immunosuppression. She was in the process of tapering her steroids following
a bullous pemphigoid flare when these symptoms developed; she did not have any skin
involvement at the time of presentation. She underwent endoscopy to investigate these
symptoms, which showed desquamative mucosa and a trapped food bolus. An iatrogenic
tear was caused in attempting to bypass the food bolus. Endoscopy was repeated in the
operation room and a stricture was found at the site where a food bolus was previously
seen. She was put back on high dose steroids and the stricture was dilated leading to
resolution of her symptoms. Esophageal involvement of bullous pemphigoid is rare, and
usually manifests as hemorrhagic bullae. An esophageal stricture resulting from bullous
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pemphigoid has not yet been reported.
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Introduction

Bullous pemphigoid (BP) and mucous membrane pemphigoid
(MMP) are autoimmune disorders involving IgG antibodies to
basement membrane zone antigens.! The natural course of these
diseases is that of exacerbations and remissions.?> Older adults over
the age of 60 and men are more likely to be affected.> BP manifests
as tense, 1-3 cm fluid filled bullae on the skin.> The bullae may be
on an erythematous base and are usually associated with pruritus.? A
prodromal phase lasting weeks to months may precede development
of bullae.! Biopsy of the edge of an intact blister is the gold standard
in diagnosis of BP or MMP. Direct immunofluorescence shows linear
IgG or linear C3 staining along the basement membrane zone.! A
diagnosis can also be made through serology. In BP, serology shows
IgG antibodies against bullous pemphigoid antigen (BP180 or
BP230), which are components of type XVII collagen. In MMP, the
antibodies are variable and can include BP180 or BP230.!

BP can involve any area of the skin and 10- 20% of patients have
oral involvement; ocular, nasal, pharyngeal and esophageal mucosa
are rarely involved.* Mucosal involvement is more common with
MMP, which manifests as mucosal inflammation and erosion. Oral
mucosa is most often involved in MMP as 85% of patients with
MMP have oral involvement.> 24% of patients with MMP have skin
involvement, and 4% have esophageal involvement.’ Scarring is one
of the distinguishing features between MMP and BP as BP bullae do
not leave scars, whereas MMP does. In this paper we report a case of
esophageal BP including an esophageal stricture.

Case report

An 86 year old female with a history of Bullous Pemphigoid (BP)
presented to the emergency department with a one month history of
solid food dysphagia and epigastric tenderness. When she was initially
diagnosed with BP, she was treated with high dose oral steroids and
mycophenolate. She continued high dose steroids until two weeks
after her blisters resolved, which took a few months. She then started
a very slow taper.

One month prior to her presentation, she had decreased her dose
of steroids as part of the tapering process. She did not have any

skin lesions or oropharyngeal involvement. An upper endoscopy
was completed, which showed desquamative mucosa at the 25cm
mark (Figure 1). There was a large food bolus distal to this, and in
attempting to get past the food bolus, an iatrogenic mucosal tear was
caused at the 29cm mark (Figure 2). Chest x-ray and CT showed
pneumomediastinum without extravasation of contrast. She was taken
to the operating room three days later for a repeat upper endoscopy
under general anesthesia. The repeat endoscopy showed esophagitis
and desquamation at the 23cm mark, a healing perforation site, and
although the food bolus had cleared, a stricture was seen at the same
site. This was dilated with a 11 mm savary dilator. Her symptoms
resolved after this procedure.

Figure | Bullous pemphigoid showing an esophageal stricture.

Discussion

Bullous pemphigoid and MMP are a part of a larger category of
pemphigoid disorders. Features that distinguish BP from MMP are the
area of involvement, scarring, and immunochemistry. MMP usually
involves oral mucosal involvement and causes scarring. Antigens
identified in MMP include BP180, BP230, Laminin 5/6, Type VII
collagen, and Integrin 4 subunit,® whereas BP involves BP180 and
BP230. It is important to differentiate esophageal BP from MMP
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as the approach to treatment can differ. The approach to treatment
of a patient with BP generally progresses from topical steroids, to
systemic steroids to immunosuppression depending on the severity of
the disease. However, a patient with extraoral MMP is treated more
aggressively as the bullae cause scarring and systemic therapy is used
initially regardless of the severity of the disease.®

Figure 2 Appearance of iatrogenic mucosal tear.

There are few case reports of esophageal involvement in BP as it is
not very common. Case reports of esophageal BP report hemorrhagic
bullae in the esophagus.”!® There has been one case report of an 18
year old female who was diagnosed with BP through biopsy and
developed esophageal stenosis four years after BP was diagnosed. A
repeat biopsy at the time of esophageal stenosis showed that she had
converted to MMP." This was attributed to epitope spreading. Our
patient had biopsy proven BP with skin involvement approximately
one year prior to presenting with dysphagia. To our knowledge, there
have not been reports of esophageal strictures in BP. Strictures may
be less likely to occur in cases of BP as it does not cause scarring.
Further research is required to investigate the mechanism by which
BP could cause esophageal strictures and to further characterize
epitope spreading in BP.
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