Case report

Co-occurrence of the rare case of dysphagia lusoria with achalasia
Abstract:

Dysphagia is a subjective feeling of difficulty of swallowing that has
many causes. Of them, achalasia in which there is failure of relaxation of
lower esophageal sphincter (LES) together with aperistalsis of the
esophagus. Dysphagia lusoria a rare case of dysphagia is secondary to an
aberrant right subclavian artery (ARSA) originating from left aortic arch
compressing the esophagus. We found both conditions in a case
presented with dysphagia and weight loss.

Aims: it is important to emphasize the importance of appropriate use of
diagnostic modalities and the possibility of co-occurrence of different
etiologies of dysphagia.
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Introduction:

Dysphagia is a common gastrointestinal complaint, which vary in
etiology and severity and impose a negative impact on the quality of
life of patients (1).

[t is usually underreported by clinicians, so it needs standardized
evaluation including history, selection of appropriate diagnostic
workup, assessment of complications, and providing a road map for

the plan of management (2).

“Achalasia is a rare disorder characterized by impaired relaxation of
the lower esophageal sphincter (LES) and absent or spastic
contractions in the esophageal body. The key pathophysiological



mechanism is loss of inhibitory nerve function that probably results
from an autoimmune neurodegeneration of the esophageal myenteric
plexus” (3).

“Upper GI endoscopy and timed barium esophagogram are the initial
investigations to rule out mechanical obstruction. High resolution
manometry (HRM) is diagnostic and helps to classify achalasia” (4).

Achalasia can be classified into three subtypes: Type |, there is no
esophageal contractility with a dilated, atonic esophagus, Type I,
characterized by pan-esophageal pressurization caused by
disorganized esophageal neuromuscular activity, and Type IlI,
characterized by premature contractions and segmental pressurization
of the distal esophagus (5).

“Dysphagia lusoria (DL) is a rare vascular anomaly identified in a small
number of patients being evaluated for dysphagia. It is estimated that
in a general population, the prevalence of DL is 0.4%-0.7%, and the
incidence of aberrant right subclavian artery (ARSA) is 0.5%-1.8%"

(6).

“This may manifest clinically with dysphagia or reflux. However, a low
percentage of aberrant arteries result in trachea-esophageal
symptoms, so we must exclude co-morbid esophageal motility
disorders” (7).

Case presentation

A 48-year-old Egyptian lady presented with intermittent dysphagia
mainly to solids with occasional regurgitation for the last 10 years.
Barium meal and EGD were performed at another hospital 5 years ago
reporting no abnormal findings. She came to our endoscopy unit with
dysphagia mainly to solids and marked weight loss (42 kgs in 7
years). Barium esophagogram revealed indentation of the upper
esophagus, with free flow of barium (Figure 1).Computed
tomography (CT) of the chest showed aberrant right subclavian



artery, prominent aortic knuckle and dilated lower esophagus
(Figure 2). We performed EGD, the pediatric endoscope passed the
upper esophageal stenosis, but failed to pass the pinpoint lower
esophageal stenosis (Olympus GIF-160) (Figure 3). Achalasia was
diagnosed as the cause of significant dysphagia and weight loss, and
pneumatic dilatation was done with Hercules 18-19-20mm balloon
(Cook, USA) (Figure 4,5). The patient symptoms improved after two
sessions of pneumatic balloon dilatation with some dietary
modifications.

Figure 1: barium esophagogram showing indentation of esophagus and
prominent aortic knuckle (white arrow) and fusiform dilation of



esophageal body with narrow tapering at lower esophagus (yellow
arrow).

Figure 2: CT chest showing aberrant right subclavian artery



Figure 3: EGD showing pinpoint GE] not passing the scope.

Figure 4: balloon dilatation of LES.



Figure 5: dilated LES after balloon dilatation.
Discussion:

We did not find a published association between dysphagia lusoria and
achalasia.

“Achalasia is a primary esophageal motility disorder, characterized by
progressive degeneration of ganglion cells in the esophageal myenteric
plexus. It results in impaired relaxation of LES on swallowing and
aperistalsis in the distal smooth muscle segment of the esophagus” (8).
“Patients most commonly present with dysphagia to solids and liquids,
regurgitation, and occasional chest pain with or without weight loss,
diagnosis is suggested by barium swallow and endoscopy, and
confirmed by manometry” (9).

Endoscopy, barium esophagogram and esophageal manometry are
complementary in diagnosing achalasia and according to high resolution
manometry (HRM) it is graded into three subtypes (10).

All 3 subtypes have impaired esophagogastric junction (EGJ) relaxation,
but the distinguishing features are the pattern of esophageal
pressurization and contraction; in achalasia type I (second most
common; 20%-40% of cases) is characterized by 100% failed peristalsis
(aperistalsis) with the absence of panesophageal pressurization to more
than 30 mm Hg, achalasia type Il (most common; 50%-70% of cases) is
characterized by 100% failed peristalsis (aperistalsis) with pan



esophageal pressurization to greater than 30 mm Hg, and achalasia type
[l (least common; 5% of cases) is characterized by spastic contractions
because of abnormal lumen obliterating contractions with or without
periods of pan esophageal pressurization(11).

‘Treatment modalities available for this purpose include pneumatic
dilation, laparoscopic Heller myotomy and recently peroral endoscopic
myotomy or POEM” (12).

Most cases are asymptomatic and symptomatic cases present after 45-
years of age as non-progressive mechanical dysphagia (13).

Management of this condition depends on severity: mild cases are best
managed by patient reassurance and lifestyle and dietary modification
while severe cases are best managed with surgery aimed at moving and
fixing the aberrant vessel in its appropriate position (14,15). Our case
responded to dietary modification and pneumatic dilatation without
need for endovascular intervention. We believe that the magnitude of
the problem was due to severe lower esophageal stenosis caused by
achalasia, so it improved after pneumatic dilatation, but needed dietary
modification to manage the moderate upper esophageal stenosis.

Conclusion:

A high index of suspicion and wise choice of appropriate diagnostic
measures and putting in mind the co-occurrence of different etiologies
are the key for proper management of dysphagia.
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