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Introduction

Introduction Primary achalasia is an idiopathic motility disorder of the esophagus
characterized by esophageal aperistalsis and incomplete relaxation of the lower
esophageal sphincter (LES) in response to swallowing. The gold standard diagnostic
method in adults is high-resolution manometry (HRM). Diagnostic criteria in adults are
also used in children, but some HRM normal values may change depending on age.
Case Report A 15-month-old girl was admitted to the hospital for evaluation due to
persistent vomiting since birth. Vomiting included what she ate regardless of the
amount of food she consumed. Barium esophagography revealed barium retention,
esophageal dilatation, and a “bird’s beak appearance” in the distal esophagus.
Esophagogastroduodenoscopy revealed stenosis in the lower esophagus and bubbles
at the esophagogastric junction.

In HRM, the resting LES pressure was 43.4mm Hg, there was pan-esophageal
pressurization with 60% of swallows and no normal peristalsis. The patient was
diagnosed with type Il achalasia based on the Chicago 3.0 classification.

First, the tube was inserted to ensure adequate nutrition of the patient, and
approximately 4 months later, when the patient was 10kg, the peroral endoscopic
myotomy (POEM) procedure was performed.

No complications developed during and after the procedure. At the 6th month after
treatment, the patient was completely asymptomatic and her weight was within
normal limits for her age.

Conclusion POEM is an effective and safe method in the treatment of pediatric
patients with idiopathic achalasia.

1.63/100,000 per year, and it is rarer in children, with an

Primary achalasia is an idiopathic motility disorder of the  annual incidence of 0.18/100,000.2 The most common symp-
esophagus characterized by esophageal aperistalsis and in-  toms in children are vomiting, dysphagia, growth retarda-
complete relaxation of the lower esophageal sphincter (LES)  tion, and weight loss.> Diagnosis requires examinations
with swallowing.1 The mean incidence in adults is 0.3 to  including esophagogastroduodenoscopy (EGD), barium
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esophagram, and esophageal manometry.* High-resolution
manometry (HRM) is the gold standard diagnostic method in
adults.” Diagnostic criteria in adults are also used in children,
but some normal HRM values may change depending on
age.* The youngest peroral endoscopic myotomy (POEM)
procedure was performed on an 11-month-old boy in
2015.% Our case is one of the patients who underwent
POEM at the youngest age reported in the literature.

Case Presentation

A 15-month-old girl was admitted to the hospital for evalua-
tion due to persistent vomiting since birth. The patient was
formula-fed and ingested approximately 750 mL of food per
day. Vomiting included what she ate regardless of the
amount of food she consumed. Barium esophagography
revealed barium retention, esophageal dilatation, and a
“bird’s beak appearance” in the distal esophagus (~Fig. 1).
EGD revealed stenosis in the lower esophagus and bubbles at
the esophagogastric junction (EGJ) (~Fig. 2).

In HRM, the resting LES pressure was 43.4 mm Hg; there
was pan-esophageal pressurization with 60% of swallows
and no normal peristalsis. The patient was diagnosed with
type II achalasia based on the Chicago 3.0 classification.

First, a 12-Fr percutan gastrostomy tube was inserted to
ensure adequate nutrition of the patient, and approximately
4 months later, when the patient was 10kg, the POEM
procedure was performed.

The procedure was performed under general anesthesia
and with endotracheal intubation in the operating room. For
the procedure VIO-300 S electro generator (ERBE; Tiibingen,
Germany), CO, insufflator (UCR; Olympus), a standard single-
channel endoscope (GIF-Q 260; Olympus, Tokyo, Japan) with a
transparent distal cap attachment (D-201-10704; Olympus),
and coagulating forceps (Coagrasper, FD-411QR; Olympus)
were used. The distance between the upper incisors and the
EGJ was 27 cm. After submucosal lifting with 0.9% saline
injection, the mucosal incision was made in the endocut Q

Fig. 1 Before peroral endoscopic myotomy (POEM) barium swallow test.
Bird beak appearance in distal esophagus and esophageal dilation.
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Fig. 2 Pre-peroral endoscopic myotomy (POEM) esophagogastroduode-
noscopy (EGD). Pinpoint narrowing of lower esophageal sphincter (LES)
with no patency difficulties and bubble was noted in esophagus.

mode (effect 3; cut duration 2; cut interval 1) with a dual knife
(KD-650L; Olympus) in the 5 o’clock direction posterior to the
esophagus. The submucosal tunnel was created to extend
below the EG]J (30 cm below the dental line) with a dual knife
in the spray coagulation mode (50 W; effect 2). Just 2 cm below
the incision line, with a hook knife (KD-620LR; Olympus) up to
the EGJ, a 5-cm long selective circular myotomy was per-
formed in endocut Q mode (effect 3; cut duration 2; cut
interval 1), and it was advanced 2 cm distal from the EGJ.
The total myotomy length was 7 cm. We often use a triangle
knife in POEM cases though we may sometimes use a hookor a
dual knife due to the larger size of the tip of the triangle knife in
narrow submucosal spaces, especially at the EGJ. In this case,
we used a combination of a hook and a dual knife instead of a
triangle knife, since the submucosal space was narrow and the
esophageal muscle was thin and fragile.

Hemostatic clips (HX-610-90S; Olympus) were used for
the final closure of the mucosal incision. The total procedure
time was 54 minutes, and no significant complications de-
veloped during and after the procedure (~Fig. 3).

At the 6th month after treatment, the patient was
completely asymptomatic and her weight was within normal
limits for her age (~Fig. 4).

Discussion

All treatments for achalasia are aimed at relieving symptoms
by reducing LES pressure. The best treatment option in chil-
dren is unclear due to insufficient evidence. There are options
such as medical treatment, pneumatic dilation, and surgery.
The long-term effects of treatments such as medical, botu-
linum toxin injections, and endoscopic balloon dilation are
limited. There has been a trend toward laparoscopic Heller
myotomy (LHM) as a treatment method in the last decade.”"8 A
newer method, POEM, has been shown to be at least as
effective and reliable as LHM in adults. Although there are
promising results in children, experience is limited.’

POEM is an endoscopic method that allows myotomy to be
performed. POEM seems to be a candidate for standard
treatment in achalasia because of its low complication rate
and recovery time, being less invasive, and a cheaper method
than LHM.10-14
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Fig. 3 Main steps of peroral endoscopic myotomy (POEM). (a)
Mucosal incision at five o’clock in the middle esophagus. (b) Opening
of the submucosal tunnel beyond the gastroesophageal junction. (c)
Cutting only the circular muscles by performing selective myotomy.
(d) Complete closure of mucosal incision.

In addition, treatment success in POEM continues for
many years. In another study evaluating the retrospective
results of 69 pediatric patients for at least 4 years, 95%
clinical treatment success was reported.'”

In our case, a child with idiopathic achalasia had been
successfully treated with POEM and 6 months after the
patient was at a normal weight for her age and her vomiting
completely resolved.
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Fig. 4 X-ray imaging shows hemoclips in middle esophagus at day 0
post-peroral endoscopic myotomy (POEM).
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