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ABSTRACT

Pemphigus vulgaris (PV) is an autoimmune blistering disorder of skin and mucous membranes, characterized by acantholysis, can
be life threatening, and carries significant morbidity. Esophageal involvement is uncommon, and the diagnosis can often be delayed.
Esophageal stricture secondary to PV is extremely rare, and there are no guidelines on the management of this complication. We
present a case of recalcitrant esophageal stricture, secondary to PV, successfully treated with topical and intralesional steroids.
Moreover, we review the literature pertaining to esophageal PV and the management of esophageal strictures.

INTRODUCTION

Pemphigus vulgaris (PV) is a blistering disorder of skin and mucous membranes with an incidence of 0.1-3.2 cases per 100,000 and
a nearly equal male-to-female ratio."” PV is a potentially life-threatening disease, with a mortality rate of approximately 5%-15%.>
Esophageal involvement is infrequently reported in the literature and presents with dysphagia and odynophagia due to mucosal
erosions and ulcerations. Esophageal stricture from PV is rare, and there are only few reported cases on this complication.*™

CASE REPORT

A 65-year-old white woman with a 4-year history of PV was seen for evaluation of intermittent dysphagia. She had been maintained
on mycophenolate mofetil 500 mg, azathioprine 50 mg, acyclovir 400 mg, and alendronate 35 mg. Her high-dose prednisone therapy
was tapered 3 months earlier because of controlled disease. She had no other medical conditions. Examination was remarkable for
multiple small ulcers in oral cavity. Esophagogastroduodenoscopy showed linear ulcers in the mid-esophagus and a mid-esophageal
stricture 25 cm from the incisors with a suspected diameter of approximately 16-18 mm (Figure 1). Serial balloon dilatations were
performed, from 18 mm to 19 mm followed by 20 mm. She was started on omeprazole 40 mg twice daily, and alendronate was held.
Her symptoms improved, but only temporarily. She presented again in 3 months with recurrent stricture.

At this time, the patient was referred to us. We noted similar stricture and performed 3 controlled radial expansion (CRE) balloon
dilations, 18-mm dilation followed by 19-mm and 20-mm dilations each for 30 seconds. Biopsy of the stricture was also taken.
Pathology showed suprabasilar acantholysis consistent with esophageal PV (Figure 2). Two months later, she again presented with
dysphagia and recurrent stricture. Three CRE balloon dilations were performed again, 18-mm dilation followed by successful 19-mm
and 20-mm dilations, each for 30 seconds (Figure 3). We also injected intralesional triamcinolone 10 mg in 4 quadrants around the
lesion. In addition, topical fluticasone 220 g was prescribed. The patient was continued on the same systemic immunosuppressive
regimen without any changes in dosage. The patient responded well, and her dysphagia resolved completely. Follow-up esoph-
agogastroduodenoscopy 12 months later showed complete healing of ulcers and stricture (Figure 4).
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Figure 1. Esophagogastroduodenoscopy showing pretreatment
mid-esophageal stricture.

DISCUSSION

PV is an autoimmune disorder characterized by intraepithelial
blister formation. This is due to the loss of adhesion between epi-
dermal cells (acantholysis) caused by circulating Immunoglobulin
G autoantibodies directed against intracellular adhesion molecules
desmoglein 1 and 3. Patients develop flaccid blisters and erosions
of skin and mucous membranes, typically oral mucosa. Desmo-
glein 3 is strongly expressed in esophageal epithelia, and esophageal
PV is now being reported in the literature.*'° Some people may not
have skin lesions at the time of esophageal disease.'’ The lack of
cutaneous findings can lead to a delay in diagnosis, as in our

Figure 2. Representative histologic section showing suprabasilar
acantholysis consistent with esophageal pemphigus vulgaris.

Figure 3. Esophagogastroduodenoscopy showing balloon dilation of
stricture.

patient whose skin lesions had resolved under optimal immuno-
suppressive therapy and was initially misdiagnosed as peptic
stricture. In addition, because some patients with esophageal in-
volvement may be asymptomatic, endoscopy may not be routinely
performed; hence, esophageal PV may be underreported.

Some physicians argue against endoscopic examination consider-
ing it a risky procedure because of fragility of the esophageal mu-
cosa and potential Nikolsky sign (clinical sign elicited by a gentle
mechanical pressure to the mucosa or skin resulting in blisters

Figure 4. Esophagogastroduodenoscopy showing posttreatment
resolution of stricture.
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separating or peeling away).*'> However, endoscopic examination
is vital to the diagnosis of esophageal PV and considered safe
because neither biopsy nor brushing procedures increase the risk of
worsening esophageal lesions."> Moreover, endoscopy can be
helpful in ruling out peptic ulcer disease because many patients
with PV are maintained on corticosteroid therapy, a risk factor for
peptic ulcer disease. Endoscopic findings of esophageal PV usually
include mucosal local erythema, red longitudinal lines, blisters,
erosions, and ulcers.'’ PV can also rarely present as esophagitis
dissecans superficialis, which can include stripped mucosa with
bleeding, total desquamation of the esophageal mucosa without
bleeding, long linear mucosal break and vertical fissures, and cir-
cumferential cracks with peeling.'* Stricture formation is rare in
patients with esophageal PV. Differential diagnosis includes
achalasia, peptic stricture, pill esophagitis, postradiation stricture,
motility disorder, and Schatzki ring,

Treatment options for esophageal strictures include acid sup-
pression therapy, endoscopic dilation using balloons or bou-
gies, endoscopic stricturoplasty, and stenting.>'® Intralesional
steroid injection is an effective option for resistant peptic
strictures.' However, there is no consensus on the management
of esophageal strictures in patients with PV. In one case, in-
travenous immunoglobulin resulted in remission."” To our
knowledge, there has been no reported case of intralesional
steroid approach for management of strictures in esophageal
PV, although steroid injections have been used to manage re-
sistant cases of oropharyngeal PV.'® We report a case of re-
current esophageal stricture in a pemphigus patient who was on
maximal medical therapy and had failed multiple balloon
dilations. The patient was successfully treated with intralesional
steroids, followed by oral topical fluticasone. The topical use of
steroids is the recommended treatment for eosinophilic
esophagitis, which we used as a trial in our patient because both
diseases have autoimmune pathophysiology."” Thongprasom
recently reported the effectiveness of topical steroids in the
treatment of oral lesions in PV.*° In our case, PV esophageal
stricture response to intralesional and topical steroids was
prompt, complete, and sustained on 12-month follow-up.

In summary, we highlight the diagnostic and therapeutic challenge
of recurrent esophageal stricture due to PV. Clinical awareness of
the condition and early biopsy of esophageal stricture are en-
couraged. Our experience suggests that intralesional steroid
injections can be used for recurrent esophageal stricture arising
from PV. Topical steroids can be a useful adjunct. Further studies
to evaluate the efficacy of topical and intralesional steroids in
patients with esophageal strictures from PV will be helpful.
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