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Pemphigus vulgaris (PV) is a rare autoimmune disease affecting the skin and mucous 
membranes. Recent studies have shown a relatively high incidence of esophageal 
involvement in PV. To distinguish between the esophageal involvement of PV and 
other pathologies, early endoscopic evaluation is essential to obtain tissue for histo-
logical analysis. Here, we present the first case of endoluminal vacuum therapy (EVT) 
for a patient with esophageal involvement in PV and with associated iatrogenic per-
foration of the proximal esophagus. In comparison to classical treatment options for 
perforations of the proximal esophagus consisting of either stent insertion or surgical 
intervention, EVT seems to be a promising alternative with a good clinical outcome.
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Introduction
Pemphigus vulgaris (PV) is a rare autoimmune disease 
affecting the skin and mucous membranes. Although muco-
sal involvement in PV is mainly observed in the oral cavity, 
pharyngoesophageal involvement of PV is also found, but 
rarely described in literature.1 Recent studies have shown 
a relatively high incidence (46–87%) of esophageal involve-
ment in PV that is often associated with a high fragility of the 
esophageal mucosa.2 To our knowledge, here, we present the 
first case of endoluminal vacuum therapy (EVT) for a patient 
with esophageal involvement in PV and with associated iat-
rogenic perforation of the proximal esophagus.

Case History
A 67-year-old woman presented to our gastroenterology 
clinic with progressive severe dysphagia and odynophagia 
for the last 1 year. Her known medical history consisted of a 

PV, which was diagnosed 13 years ago and had been treated 
with two cycles of immunoadsorption 10 and 11 years ago. 
Moreover, she had received mycophenolate-mofetil for about 
3 years and current treatment consisted of prednisolone 
5 mg once a day. Furthermore, she suffered from a chronic 
lymphatic leukemia (Binet stage A) and an atrial fibrillation 
under anticoagulation with apixaban.

The patient was admitted to our institution for esoph-
agogastroduodenoscopy (EGD) to evaluate the esoph-
ageal involvement of PV. During the initial endoscopic 
intubation, an esophageal perforation reaching the muscu-
laris layer of ~4 cm length directly below the upper esoph-
ageal sphincter happened accidentally. This may be due to 
the esophageal involvement of PV showing a stenotic esoph-
agus with fragile mucosa and probably a medium experi-
enced endoscopist. Immediate endoscopic defect closure by 
applying a hemoclip suture was undertaken by an experi-
enced endoscopist in the same investigation (►Fig.  1A, B). 
Additionally, we placed a nasogastric feeding tube for enteral 
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feeding and started a calculated antibiotic therapy with 
meropenem (3 g over 24 hours) to prevent a mediastinitis.

One day later, inflammation parameters increased and a 
subsequently performed computed tomography (CT) scan of 
the neck and the thorax showed a leakage in the proximal 
esophagus with proof of air and suspicion of contrast media 
in the mediastinum (►Fig. 2A, B). According to an interdis-
ciplinary consent, the clips were endoscopically removed at 
the same day and a vacuum-assisted closure (VAC) sponge 
(Esosponge Braun Melsungen, Germany) was applied after 
debridement of the wound cavity in the same session 
(►Fig. 3A, B). The VAC sponge is a large-pore polyurethane 
foam on a gastric tube, which was in this case inserted intra-
luminally using negative pressure of 125 mm Hg with con-
tinuous suction for drainage and inducing wound healing.3

For better clinical observation, the patient was transferred 
to intensive care unit for 24 hours.

In the further clinical course, inflammatory parameters 
declined and endoluminal vacuum therapy (EVT) achieved 
an excellent granulation of the wound. The first endoscopic 
sponge change was performed 2 days later and a smaller 
sponge was inserted (►Fig.  4A). Five days later, the leak in 

 

the upper esophageal sphincter showed a sufficient granula-
tion and complete closure and EVT was finished after a total 
treatment period of 7 days (►Fig. 4B). During EVT, we contin-
ued the enteral nutrition via feeding tube. After termination 
of the VAC therapy, both a control EGD and a CT scan, which 
was performed 11 days after perforation, confirmed closure 
of the leak with complete release of pneumomediastinum 
(►Fig.  5A, B). The patient recovered and oral nutrition was 
readministered. Furthermore, the endoscopic examination 
of the esophagus was completed and revealed an ulcerated 
esophagus with multiple erosions and friable linings. The his-
tological examination of endoscopic taken biopsies confirmed 
the esophageal PV and excluded other differential diagnoses. 
The patient was referred to dermatology and a therapy with 
rituximab was initiated leading to resolving dysphagia symp-
toms with no need for a control EGD since then.

Discussion
EVT has been proven to be an effective tool for treating post-
operative leakages after esophageal or colorectal surgery.4-6 
Reported success rates of defect closing range between 85 
and 95%.7,8 Alternative endoscopic therapy consists of inser-
tion of a fully covered metal stent and recently closure of the 
perforation site using an over-the-scope-clip (OTSC). Several 
studies compared EVT versus self-expandable stents (SEMS) 
for the treatment of anastomotic leaks and demonstrated 
that the rate of successful wound closure was higher after 
EVT than after insertion of stents.4,9,10 EVT was associated 
with a shorter treatment duration, lower major complica-
tion, and in-hospital mortality rate compared with SEMS.11 

Fig. 1 (A) During the endoscopic intubation, an esophageal perfo-
ration reaching the muscularis layer directly below the upper esoph-
ageal sphincter happened accidentally. (B) Immediate endoscopic 
defect closure by applying a hemoclip suture was undertaken.

 

Fig. 2 (A, B) One day after the perforation, CT showed a leakage in 
the proximal esophagus with proof of air and suspicion of contrast 
media in the mediastinum.

Fig. 3 (A, B) As a consequence of the CT the clips were endoscop-
ically removed and a vacuum-assisted closure (VAC) sponge was 
applied after debridement of the wound cavity.

Fig. 4 (A) Endoscopic vacuum therapy (EVT) achieved an excellent 
granulation of the wound within two days of treatment. (B) Seven 
days after the perforation the leak in the upper esophageal sphincter 
showed a sufficient granulation and complete closure, so that EVT 
was finished.

Fig. 5 (A, B) A control EGD and a CT scan, which was performed 11 
days after perforation confirmed closure of the leak with complete 
release of pneumomediastinum 11 days after perforation.
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One main advantage of EVT is that the sponge can be placed 
intraluminally and intracavitary. SEMS seals the perforation 
and can therefore only be applied in acute perforations with-
out placing an additional drainage extraluminally. In older 
perforations with accompanying abscesses, SEMS treatment 
alone would make an additional drainage or surgical inter-
vention necessary.12

Recently positive results of EVT have also been published 
for the treatment of acute esophageal perforations.13,14 In this 
regard, Loske et al demonstrated on a series with 10 patients 
with acute perforations of the upper gastrointestinal tract a 
successful treatment of all patients within a median time of 
5 (3–7) days.13

In principle, the OTSC system (OVESCO Endoscopy AG, 
Tübingen, Germany) would be a good alternative for acute 
endoscopy-associated perforations—in this case, however, it 
would be difficult to use due to the length of the perforation 
and the close relationship to the upper esophageal sphincter.

If a sponge is inserted intraluminally as in our patient, it 
mostly can keep its original size. In case of intracavitary plac-
ing, it has to be adapted to the estimated extent of the defect. 
Sponge changes take place usually twice a week depending 
on the patients’ condition with a new adjustment of sponge 
size according to the wound defect.

In general, EVT is a safe and easy to use procedure. The 
most frequent adverse events mentioned in literature are 
dislocation of the sponge, bleeding, and anastomotic stric-
tures; therefore, EVT should be avoided in patients with 
defects close to major vessels. Moreover, introduction of 
EVT near the upper esophageal sphincter may be challeng-
ing due to short distance to the glottis.5

Conclusion
EVT might be considered as a promising method of treatment 
in the early course of esophageal perforations and can be an 
alternative to surgery or stent insertion in these cases.
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