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ABSTRACT

Background: Congenital esophageal stenosis (CES) is an uncommon condition presenting with swallowing
problems. It has been classified into three types. Clinically, the condition is manifested as dysphagia. This is more
common after introduction of semisolid to solid foods. We present the management strategy of this uncommon entity.
Methods: This study ranged from January 2009 to January 2015. Six patients of CES were included in the study. The
patients were diagnosed by contrast swallow study and upper gastrointestinal endoscopy. The initial management
included esophageal dilation under fluoroscopy guidance. In case of failed dilation, thoracotomy, resection of the
stenotic segment and primary esophageal anastomosis was performed. If required, antireflux procedure was added.
Results: In 4 patients, the stenosis was in middle esophagus. Of these, one had associated esophageal diverticulum.
In 2 patients, the stenosis was in the lower esophagus. These patients also underwent antireflux surgery. After the
surgery, all patients were able to swallow properly. There was no problem in the follow up except in one patient, who
needed dilation in the follow up. He responded to the dilation.

Conclusions: High index of suspicion is needed to diagnoses this condition. Dilation may not be successful to treat
all type all type of CES, for whom surgery will be needed. Long term outcome may be satisfactory.
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INTRODUCTION infections may ensue. We present the diagnosis strategy

and management of CES.
Congenital esophageal stenosis (CES) is a rare anomaly
characterized by an intrinsic esophageal narrowing due to
an abnormality of the esophageal wall." It is a variant of

METHODS

esophageal atresia (EA). It has been classified into three
types: A membranous web or diaphragm, fibro-muscular
thickening, stricture secondary to tracheobronchial
remnants in the wall of the esophagus.?

It may present with dysphagia, non-bilious vomiting, and
recurrent respiratory tract infection on initiation of solid
feeds.® Since this is a rare anomaly, diagnosis may be
delayed and comorbidities in form of repeated chest

This was a retrospective observational study conducted in
the Department of Pediatric Surgery of the Medical
University. The study period was from January 2009 to
January 2016. All patients of CES were included in the
study. The hospital records of all patients were evaluated.
The patients were diagnosed by contrast swallow study
and upper gastrointestinal (UGI) endoscopy. The initial
management included esophageal dilation under
fluoroscopy guidance. In case of failed dilation,
thoracotomy, resection of the stenotic segment and
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primary esophageal anastomosis was performed. If
required, antireflux procedure was added. The patients
were followed in the outpatient department (OPD). Any
complication in the follow up was noted.

RESULTS

During the study period of seven years, there were six
patients of CES (Table 1). The mean age of patients was

2.62 years (range 9 months- 5 years). Four patients were
male and two female.

The complaints noticed were dysphagia mainly to solid
food (6, 100%), repeated vomiting (6, 100%), respiratory
tract infections (3, 50%), and failure to thrive (2, 33%).
Five of them had been treated elsewhere for
gastroesophageal reflux. One was later misdiagnosed as
achalasia.

Table 1: Profile of patients operated for congenital esophageal stenosis.

Clinical features

Duration of Follow up
hospital stay duration

Site of

involvement

(CEVD) (years)

9 months Male Dysphagia, vomiting, RTI Male 11 2
3 years Male Dysphagia, vomiting, failure to thrive Female 12 1
2 years Female Dysphagia, vomiting Female 14 2
5 years Male Dysphagia, vomiting, failure to thrive Male 10 3
2 years Male Dysphagia, vomiting, RTI Male 11 1
3 years Female Dysphagia, vomiting, RTI Male 12 2

RTI- respiratory tract infection.

Figure 2: Stenosed segment being held in stay sutures.
It was resected followed by anastomosis.

Contrast swallow study revealed abrupt esophageal
tapering in all patients. It was located in mid esophagus
in four patients and lower esophagus in remaining two
patients. This was further confirmed by UGI endoscopy,
which revealed stenosis in the esophagus. It also helped
to rule out achalasia. Esophageal dilation provided partial
response in two patients; however, none of them was
completely relieved of the symptoms after five attempts
of dilation. Hence, we considered it a failed dilation.

At the time of operation, the findings of UGI endoscopy
were confirmed. In 4 patients, the stenosis was in middle
esophagus. Of these, one had associated esophageal
diverticulum.

In 2 patients, the stenosis was in the lower esophagus.
These patients also underwent Thal’s antireflux surgery.
Resection of the involved stenotic segment and primary
esophageal anastomosis was performed. Post-operative
period was uneventful. There was no specific
complication. The patients were allowed orally on 7™
post-operative day and discharged on 10" day.

Histopathology revealed tracheobronchial remnants in
four patients and fibromuscular thickening in two
patients. The mean duration of follow up was 1.83 years
(range 1-3 years). All patients were able to swallow
properly. There was no problem in the follow up except
in one patient, who needed dilation in the follow up. He
responded to the dilation.
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DISCUSSION

The incidence of CES has been reported to be about 1 in
25,000-50,000 live births.* There may be associated
anomalies with CES such as esophageal atresia, cardiac
anomalies, intestinal atresia, midgut malrotation,
anorectal malformations, and hypospadias etc.?

Clinically, the patients may present with progressive
dysphagia, nonbilious vomiting, recurrent respiratory
tract infection, and failure to thrive. These findings were
also noticed in our patients. The condition may be
difficult to differentiate from achalasia, gastroesophageal
reflux (GER) and its resultant stricture.’ This was evident
in this series also, where patients were inadvertently
treated as GER or achalasia. The first investigation is to
confirm the obstruction, and contrast swallow study may
be helpful. However, there may be a doubt owing to the
possibility of achalasia.

Hence, UGI endoscopy provides the information about
the presence of stenosis and presence or absence of
retained food material seen in achalasia. Besides this
esophageal manometry and pH monitoring may be
helpful.® High-frequency endoscopic ultrasonography has
been reported to be helpful in the diagnosis of CES.’
Careful interpretation is important to avoid misdiagnosis.

Esophageal dilation has been claimed to be effective in
treating CES. It has been reported to be the most
frequently used strategy in children and adults.
Improvements in endoscopes and accessories have
supported an increase in the number of patients who are
conservatively treated with endoscopic dilations (ED)
rather than surgical treatment.® However, there may be
some problems such as no consensus regarding the
duration of inflation, problem of the optimum dilator is
difficult to solve, because of the different esophageal size
during the pediatric age, no consensus regarding the
interval between repeated ED with either a balloon or a
bougie etc.?

As noted in this study, the experience with esophageal
dilation was not satisfactory and all patients underwent
surgical intervention. Though it has been advocated to
treat lower third of stenosis by laparotomy and middle
third by thoracotomy, study were able to treat the lower
third of stenosis by thoracotomy. Rather than myotomy,
we performed resection of the stenotic segment as this
was likely of a completely cure. Leaving the stenotic part
had a possibility of recurrence. Since all of our patients
had a satisfactory outcome in the follow up, our claim
appears to be validated.

However, it is to be noticed that none of our patient has
membranous variant, which may be more likely to be
treated by dilation.”™*

CONCLUSION

CES is an uncommon congenital anomaly of the
esophagus, which may be misdiagnosed. High degree of
suspicion, proper evaluation, and appropriate treatment
may provide optimal outcomes.
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