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A two-month-old infant with achalasia:

A case report

Gonca Gergel @, Sefa Sag®, Furkan Adem Canbaz®, Yagmur Sénmez

Achalasia is a primary functional motor disorder
of the lower esophageal sphincter (LES), characterized
by abnormal esophagus motility and failure to relax
the LES.M It usually manifests in the fourth and
fifth decades of life. It is rare in childhood, with an
estimated annual incidence of only 0.02 to 0.11 cases
per 100,000 children, and extremely rare under the
age of one year.?¥

In children, the symptoms of the disease vary
according to age. However, the most common
symptoms are dysphagia, regurgitation of undigested
food, vomiting, cough, chest pain, heartburn,
recurrent pneumonia, and poor weight gain or weight
loss.* These symptoms can easily be misdiagnosed
as gastroesophageal reflux disease and may lead to
delays in treatment.

The main principle in treating achalasia is to
eliminate the functional obstruction at the level
of the gastroesophageal junction.”! The traditional
management of children with achalasia includes
medication, endoscopy, and Heller surgery.

Herein, a child with achalasia treated with Heller
myotomy with a Dor fundoplication is presented. To
our knowledge, this patient is one of the youngest
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Abstract

Achalasia is a primary functional motor disorder of the lower
esophageal sphincter, characterized by abnormal esophagus
motility and failure to relax the lower esophageal sphincter.
Herein, we present a case of a two-month-old female infant
who was operated on with a diagnosis of achalasia. The baby
was born at 39 weeks with cesarean section, with a birth weight
of 3180 g, and referred to the pediatric surgery clinic with the
suspicion of tracheoesophageal fistula. Physical examination
was unremarkable except for malnutrition. The patient had been
receiving gastroesophageal reflux treatment since the neonatal
period. An upper gastrointestinal series revealed dilatation in
the lower two-thirds of the esophagus and a typical bird's beak
appearance at the esophagogastric junction. Heller myotomy
with Dor fundoplication was performed. The postoperative
follow-up was uneventful. The patient presented is one of the
youngest children operated with achalasia in the literature.
Achalasia should be kept in mind in the presence of frequent
pulmonary infections, weight loss, and oronasal regurgitation
unresponsive to antireflux therapy.
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reported children operated for achalasia in the
literature.

CASE REPORT

A two-month-old female infant presented with
complaints of dysphagia, oronasal regurgitation,
failure to gain weight, and frequent lung infections
since birth. The girl regurgitated every feed
effortlessly, even upright, within minutes of ingesting
food. The baby was born at 39 weeks with cesarean
section, having a birth weight of 3180 g, and had a
history of hospitalization in the intensive care unit
with a diagnosis of pneumonia in the neonatal period
and three hospitalizations due to pneumonia in total.
There was no response to antireflux medication. The
patient had no family history of the same illness.

On physical
malnourished, with a

examination, the baby was
weight of 3400 g
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Figure 1. Posteroanterior radiograph revealing right patchy
opacities suggesting bronchopneumonia.

(<3 percentile) and height of 53 c¢cm (between
the third and 10™ percentile). On examination
of the respiratory system, bilateral crepitations
were detected. Examination of other systems was
unremarkable. Routine laboratory investigations
were within normal limits. The chest X-ray
demonstrated right patchy opacities, suggesting
bronchopneumonia (Figure 1). The patient was
diagnosed with bronchopneumonia and treated with
intravenous antibiotics, salbutamol, and budesonide.

An upper gastrointestinal series was planned for
the patient due to the persistence of regurgitation
on feeding, which revealed dilatation in the lower
two-thirds of the esophagus and a typical bird's
beak appearance at the esophagogastric junction
(Figure 2). Other causes of obstruction, such as
reflux esophagitis, stricture, and diverticulum, were
excluded by esophagoscopy. Esophageal manometry
could not be performed due to technical inadequacy.
Surgery was decided for the patient. Heller myotomy
through an open abdominal approach with the
antireflux procedure (Dor fundoplication) was
performed. The patient was discharged on the
postoperative Day 11 with full oral nutrition. The
eight-month postoperative follow-up of the patient
was uneventful. Weight gain was in the normal
percentile range.
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Figure 2. Contrast esophagogram showing lower
esophageal dilation with a bird’s beak appearance at the
esophagogastric junction.

DISCUSSION

Achalasia is a motor disorder of the esophagus
characterized by the inability of the LES to provide
a coordinated relaxation response to esophageal
peristalsis stimulated by deglutition.!? Dysmotility of
the LES during swallowing and abnormal esophagus
peristalsis occur due to neuromuscular disorders such
as ganglion cell degeneration. This may be due to an
abnormality in the Auerbach's plexus, responsible for
smooth muscle relaxation. This leads to dilatation of
the esophagus and stasis of swallowed food, causing
problems related to regurgitation and aspiration.”

Achalasia symptoms vary according to
age. Symptoms in older children are similar to
those in adults, with vomiting, regurgitation of
undigested food, retrosternal burning, and chest
pain. In infants, it manifests with symptoms such
as regurgitation, choking, frequent lung infections,
weight loss, and growth retardation.®! Due to the
similarity of symptoms with gastroesophageal reflux,
these patients may be misdiagnosed, and delays
in diagnosis and treatment may occur, as in the
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A two-month-old infant with achalasia

presented patient. In patients who do not respond to
antireflux treatment, it is necessary to be alert for
other underlying diseases such as achalasia.

Achalasia is a rare disorder with an incidence
of four to six cases per million population per year,
and only 5% of cases are aged less than 15 years,
with only 6% of reported cases in childhood being
diagnosed in infancy.”) Therefore, the optimal
management of achalasia in children remains to
be determined. To our knowledge, this patient is
one of the youngest reported children operated for
achalasia in the literature.

In most infants, clinical findings and contrast-
enhanced esophagogram will reliably provide the
diagnosis. The contrast-enhanced esophagogram may
show a dilated esophagus with narrowing of the
distal esophagus and esophagogastric junction, also
described as a bird-beak sign.'” Endoscopy is also
diagnostic in supporting the diagnosis of achalasia.
The smooth narrowing of the distal esophagus
is differentiated from peptic stenosis related to
gastroesophageal reflux at endoscopy since the distal
esophagus can be easily passed and the mucosa is
normal. However, endoscopic evaluation is necessary
to rule out other causes of esophageal obstruction
(e.g., congenital membrane, acquired stricture, and
eosinophilic esophagitis). The esophageal manometry
reveals high LES resting pressure with incomplete LES
relaxation with swallows.l% Although esophageal
manometry is the key diagnostic test, it is less
commonly used, particularly in small children, due
to technical difficulties. In the present patient, the
diagnosis was confirmed by contrast esophagogram
and endoscopy. Esophageal manometry could not be
performed due to technical inadequacy.

The main principle in treating achalasia is to
eliminate the functional obstruction at the level
of the gastroesophageal junction. Traditionally,
medication, botulinum toxin injection, pneumatic
balloon dilatation, and surgical myotomy are
treatment methods for achalasia.’>¥ Medical
treatment includes nitrates and calcium channel
blockers and is limited for use in children. There are
reports in the literature that pneumatic dilatation
and botulinum toxin injection improves symptoms,
but these methods provide short-term relief and
may require repeated procedures.'*!*l Currently,
surgical myotomy is the most effective method for
childhood achalasia in many centers."¥ Myotomy
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can be performed conventionally, laparoscopically,
and endoscopically (peroral endoscopic myotomy).
Laparoscopic and endoscopic myotomy in infants can
be technically challenging. In the present case, we
preferred conventional Heller myotomy due to the low
weight and small age of the patient.

In conclusion, the patient presented is one of the
youngest children in the literature who underwent
surgery with the diagnosis of achalasia. The rarity of
achalasia in the childhood age group may cause delays
in diagnosis. In frequent lung infections, weight
loss, and oronasal regurgitation unresponsive to
antireflux treatment, achalasia should be considered.
Heller myotomy can be safely performed in the early
infant period.
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