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Introduction

Mucous membrane pemphigoid (MMP) is a group of 
chronic, autoimmune, subepithelial blistering disorders. 
Erosive lesions can appear on any combination of mucosal 
and cutaneous surfaces, and evolve into a characteristic 
scar, increasing patient morbidity. While eruptions are 
most common on oral and ocular mucosa, esophageal 
involvement is uncommon and can lead to debilitating 
stricture formation. Scantly available literature supports 
the combined use of immunosuppressive medications 
and esophageal dilations to achieve symptomatic control. 
Currently, no definitive management protocol exists 
for patients with esophageal lesions and uncontrolled 

symptoms particularly in the setting where dermatologic 
disease is well controlled (1,2). We are presenting a 
unique case of MMP with persistent dysphagia despite 
adequate immunosuppression successfully controlled with 
dermatology and gastroenterology co-management and 
with the use of topical swallowed steroid therapy. We 
present the following article in accordance with the CARE 
reporting checklist (available at https://aoe.amegroups.com/
article/view/10.21037/aoe-20-24/rc).

Case presentation

We present the case of a 62-year-old male with known 
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MMP and a reported 9-year history of relapsing painful 
lesions involving scalp, eyes, and mouth, as well as difficulty 
swallowing and eyelash loss. His medical history was 
significant for hypertension, diabetes, hypercholesterolemia, 
and gastroesophageal reflux disease (GERD). Medications 
included aspirin, metformin, metoprolol, simvastatin, 
omeprazole, sucralfate, and fluocinonide paste. He was 
evaluated by dermatologist after a trial of dapsone and 
0.1% topical triamcinolone failed to alleviate symptomatic 
lesions.

On exam, there were several 5–15 cm wide pink, ovular, 
atrophic plaques on the left temporal scalp. The gums 
were edematous and erythematous but without erosions. 
There were many short and absent eyelashes, with scarring 
along the eyelid. Biopsy of the left scalp was submitted for 
histological review.

The diagnosis of MMP was confirmed, and the patient 
was placed on 60 mg prednisone daily and mycophenolate 
mofetil (MMF) 1,000 mg daily. Over the next 10 weeks, 
MMF was slowly increased to 4,000 mg daily and 
prednisone was tapered. The lesions on scalp, eyes and 
mouth improved; and the patient reported resolution of 
dysphagia during the next 7 months of treatment. 

Unfortunately, once the dose of prednisone was 
decreased to 10 mg daily, oral lesions and dysphagia 
recurred. A single dose of rituximab infusion was given, 
prednisone was increased to 40 mg daily and the dose of 
MMF was maintained at 4,000 mg daily. Within 4 weeks, 
mucosal lesions demonstrated good healing. However, 
tapering the dose of prednisone once again led to recurrence 
of symptoms. Intravenous immunoglobulin (IVIG) therapy 
was then added to the regimen. Addition of IVIG resulted 
in complete resolution of all symptoms except dysphagia. 

Endoscopy showed severe esophagitis and a stricture 
in the distal third of the esophagus (Figure 1). Over time, 
the stricture was dilated with good symptom control 
(Figure 2).

Over  the  nex t  two  year s  adequate  contro l  o f 
mucocutaneous manifestations were achieved with the 
use of MMF 4,000 mg daily and occasional use of IVIG, 
rituximab and prednisone tapers but the symptoms of 
dysphagia persisted. Stricture dilation was performed 
numerous times during this period with the durability of 
symptomatic improvement lasting only 4–6 weeks.

Patient was subsequently referred to a GI specialist 
specializing in esophageal diseases for a second opinion. 
After careful review of his case, off-label, swallowed 
fluticasone 220 mcg twice daily was initiated before and 
after esophageal dilation. With the addition of topical 
esophageal therapy, the patient reported significant 
improvement in dysphagia and has been in clinical 
remission without need for repeat serial dilations and no 
additional GI follow-up needed (see timeline - Figure 3).

All procedures performed in this study were in 
accordance with the ethical standards of the institutional 
and/or national research committee(s) and with the Helsinki 
Declaration (as revised in 2013). Written informed consent 
was obtained from the patient for publication of this case 
report and accompanying images. A copy of the written 
consent is available for review by the editorial office of this 
journal.

Discussion

MMP is a chronic, autoimmune, subepithelial blistering 
disease with a predilection for mucosal surfaces. It is 
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Figure 1 Severe esophagitis and esophageal stenosis secondary to MMP. MMP, mucous membrane pemphigoid.
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characterized by the linear deposition of IgG, IgA, or C3 to 
a variety of antigens in the basement membrane. Patients 
often present with lesions in more than one site, including 
the mouth, eyelids, scalp, genitals, larynx, or esophagus (1). 
The evolution of active erosions into scars is the hallmark 
of this disease, which leads to loss of tissue function and 
increased patient morbidity. Esophageal involvement is 
seen in about 2–7% patients with MMP and can result 
in debilitating esophageal stricture and stenosis (2). 

Unfortunately, there is no definitive treatment for MMP 
and the goal of therapy is to reduce symptom burden and 
preserve function.

Since esophageal involvement is uncommon, accordingly 
there is a small collection of literature describing treatment 
for esophageal involvement in MMP, especially in the case 

of refractory disease. The First International Consensus on 
MMP categorized esophageal involvement as “high-risk” 
due to the life-threating sequelae of esophageal stricture 
and stenosis. For “high-risk” patients they favored initial 
treatment with prednisone (1.0–1.5 mg/kg per day) and 
cyclophosphamide (1–2 mg/kg per day) (1). More recent 
studies have explored prednisone with newer steroid-sparing 
immunomodulators alone or in series, including MMF  
(2 g/day), rituximab, anti-TNF-alpha agents, and IVIG to 
variable effect (2-7). In addition, the benefits of endoscopic 
dilation therapy have been well described in esophageal 
involvement, and can provide relief for patients whose 
dysphagia does not respond to systemic therapy (8-10).

The most recent case series from Zehou et al. describes 
the endoscopic findings and clinical course of 26 MMP 
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Figure 2 Endoscopic balloon dilation of stricture resulting in large mucosal disruption. 

~ 2011: Trial of 
dapsone and 0.1% 
topical triamcinolone 
without improvement 

~2005: Patient with 
9-year history of 
painful skin lesions, 
eyelash loss, and 
dysphagia

1/2017 EGD 
w/dilation 
performed – 
Figures 1,2

12/2013: 
Biopsies done 
by dermatologist 
diagnose MMP

1/2014: Typical MMP 
treatment started with MMF 
and prednisone taper resulting 
in improvement of skin lesions 
but not dysphagia

2016–2017: Failure to 
fully taper off prednisone, 
therefore rituximab and IVIG 
were added. All symptoms 
improved except dysphagia

2017–2018: Over 2 years 
patient required numerous 
repeat EGDs w/dilation 
with limited duration of 
symptomatic improvement

1/2019: With addition of 
swallowed fluticasone before 
& after dilation, patient had 
complete resolution of dysphagia 
without need for repeat dilations

Figure 3 Disease onset and treatment timeline. MMP, mucous membrane pemphigoid; IVIG, intravenous immunoglobulin; EGD, 
esogastroduodenoscopy; MMF, mycophenolate mofetil.
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patients with esophageal involvement and dysphagia. 
Patients with refractory symptoms were placed on 
cyclophosphamide or MMF for first-line treatment. Non-
responders to this treatment received additional therapy 
with either rituximab or IVIG, during which other 
immunomodulators were held. In this study, only one 
patient failed to gain disease control despite treatment with 
rituximab, IVIG, and infliximab, and the authors do not 
describe future treatment strategies for this patient. The 
investigators did find that systemic immunomodulatory 
treatment significantly increased the time interval between 
dilation therapies (2). 

To the best of our knowledge, our case is the first to 
describe the use of fluticasone swallow in a patient with 
refractory esophageal MMP despite treatment with maximal 
dose MMF combined with prednisone and alternating 
rituximab and IVIG. Though one may be limited by access 
to topical swallowed steroids their utility in this case is 
highlighted by the fact that the patient achieved excellent 
response, likely related to mucosal contact time of the 
swallowed steroids, without the additional risks and side 
effects of systemic steroids. Therefore, the addition of 
fluticasone swallow, in combination with balloon dilation 
therapy, successfully controlled our patient’s dysphagia 
and should be considered a treatment option for refractory 
disease. Though this condition is rare, future studies should 
be performed to evaluate the safety and efficacy profile 
of swallowed topical steroids in patients with MMP with 
consideration of their use for other autoimmune conditions 
affecting the esophagus.
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