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Abstract

Pseudoachalasia, also known as secondary achalasia, is a rare clinical condition mimicking idio-
pathic achalasia but unrelated to primary loss of nitrergic innervation. It has mostly been at-
tributed to malignancy infiltrating the oesophageal wall, but several other benign underlying
pathologies have been reported. Because of similar manometric appearance, high-resolution
manometry (HRM) of the oesophagus alone cannot distinguish between idiopathic achalasia
and pseudoachalasia. Misdiagnosis can result in ineffective treatment by dilatation or even
more invasive therapy. This is the first case-report of pseudoachalasia secondary to oesopha-
geal deviation resulting from mediastinal shift and left atrial enlargement following prior left
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lower lobectomy. HRM, the gold standard for the diagnosis of achalasia, confirmed the incom-
plete relaxation of the lower oesophageal sphincter (LES) in absence of normal oesophageal
peristalsis. However, additional workup with CAT scan and cardiac ultrasound identified an
anatomical shift by the extrinsic mass effect resulting from the atrial enlargement, but without

contrast retention at the LES. © 2020 The Author(s)
Published by S. Karger AG, Basel

Introduction

Idiopathic achalasia is a primary motility disorder in which incomplete relaxation of the
lower oesophageal sphincter (LES) in absence of normal peristalsis results in stasis of in-
gested food. Clinical symptoms are dysphagia, regurgitation, chest pain, and weight loss. Bar-
ium oesophagram typically reveals a bird’s beak sign, oesophageal dilatation, or a corkscrew
appearance. High-resolution manometry (HRM) of the oesophagus is considered the gold
standard for diagnosis of achalasia [1]. Based on the Chicago classification, achalasia is identi-
fied as an impaired relaxation of the LES in the absence of normal peristalsis on HRM [1, 2].

Pseudoachalasia, also known as secondary achalasia, is a rare clinical condition mimick-
ing idiopathic achalasia. It accounts for 2 to 5% of patients with an achalasia-like syndrome
[3, 4]. Whereas primary achalasia is generated by primary degeneration of the oesophageal
ganglion cells, and especially the inhibiting nitrergic neurons, pseudoachalasia has most com-
monly been described in relation to underlying malignancy [1, 3].

Case Report/Case Presentation

An 80-year-old man presented in May 2019 to the outpatient clinic for further investiga-
tion of long-standing daily dysphagia for solid food with associated regurgitation and occa-
sional retrosternal pain. He reported a weight loss of less than 5 kg over the last 6 months,
contributing to an Eckardt score of 6. He was known with ischemic cardiomyopathy with en-
largement of the left atrium. A left lower pulmonary lobectomy was performed in 1955 be-
cause of non-tuberculosis related abscess. Before his referral for further investigation, re-
peated upper gastrointestinal endoscopy since May 2017 provided no explanation for the dys-
phagia. Oesophageal biopsies excluded eosinophilic oesophagitis. Based on the presence of
stasis of contrast in the middle third of the oesophagus, associated with tertiary contractions
during radiologic evaluation but without manometric evidence of achalasia, pneumatic dila-
tation up to 20 mm was performed twice. Because of the lack of clinical response, he was re-
ferred to our centre for further diagnostics. Upper gastrointestinal endoscopy identified can-
didosis, for which fluconazole was initiated, without improvement of symptoms. Oesophageal
HRM (Manoscan™ Eso High Resolution Manometry System, Medtronic®, Minneapolis, MN,
USA) indicated a 20.5 mm Hg integrated relaxation pressure (normal <15 mm Hg) and 30%
failed peristalsis with panoesophageal pressurization compatible with type II achalasia (1)
(shown in Fig. 1). Barium oesophagram showed a dilated oesophagus but no typical bird’s
peak sign. Contrast series demonstrated a lateral deviation of the distal oesophagus attribut-
able to left atrium enlargement in the presence of a leftward mediastinal shift (shown in Fig.
2). This was further confirmed by CAT scan (shown in Fig. 3). Contrast retention was observed
in the proximal oesophagus, but with normal oesophageal emptying at the LES. No lung cancer
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was identified. Cardiac ultrasound confirmed the enlargement of the left atrium with reduced
contractility in the inferoseptal part of the left ventricular wall. Because of the advanced age
and associated comorbidities, a conservative treatment with introduction of small meals and
interruption of opioids was advocated. At follow-up, symptoms of dysphagia were sufficiently
controlled without need for additional treatment; Eckardt score lowered to 3 with occasional
dysphagia, regurgitation, and retrosternal pain but stable weight.

Discussion

This is, to our knowledge, the first case of pseudoachalasia secondary to oesophageal de-
viation resulting from mediastinal shift and left atrial enlargement after prior left lower lobec-
tomy. The lateral shift of the distal oesophagus resulted in manometric and radiological find-
ings similar to primary achalasia. Workup with CAT scan and cardiac ultrasound identified an
anatomical shift and extrinsic mass effect of the atrial enlargement as the underlying cause.

In up to 70% of these cases, an infiltrating adenocarcinoma of the gastro-oesophageal
junction arising in the cardia or on a Barrett’s oesophagus is implicated [3]. Other less frequent
malignant causes with a similar effect are mediastinal and peritoneal metastases and other
neoplasms including those of lung, breast, pancreas, and kidney [3, 4]. Laparoscopic adjusting
gastric banding is the most common non-malignant cause (6%) of pseudoachalasia [3]. Di-
verse rare cases of pseudoachalasia secondary to sarcoidosis, amyloidosis, infectious diseases
(e.g., Chagas’ disease) as well as cases following vagotomy, Nissen’s fundoplication, descend-
ing aorta aneurysm, histiocytosis, mediastinal fibrosis, and post-sleeve gastrectomy have been
reported [3].

Different hypotheses about the pathophysiology of pseudoachalasia exist. Dysphagia and
an achalasia-pattern can be caused by a direct or extrinsic mass-effect of a tumour. Alterna-
tively, malignant invasion of the myenteric plexus can result in dysmotility. Pseudoachalasia
also occurs as a paraneoplastic syndrome, mostly associated to small cell lung cancers, with
autoimmune damage to the myenteric plexus [3].

Similar to what happened to the patient in this case, a systematic review in 2020 indicated
that 24% of all pseudoachalasia cases were initially wrongly diagnosed and treated as acha-
lasia with Heller myotomy, pneumatic dilatation, or injection of botulinum toxin [3]. Only 3%
of these cases were non-malignant pseudoachalasia.

The most common cause of pseudoachalasia is malignancy. Recognised risk factors for
malignant pseudoachalasia are age above 55 at the time of diagnosis, a short duration of symp-
toms, weight loss of more than 10 kg on presentation, and difficulty passing the lower gastro-
oesophageal junction with the scope [5]. Additional investigations to rule out malignancy are
warranted when achalasia patients have two or more of these risk factors [1, 4, 5]. Specific
risk factors for non-malignant pseudoachalasia have not been studied but awareness about
pseudoachalasia is essential, since misdiagnosis exposes patients to futile treatments and po-
tential complications.
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Fig. 1. Oesophageal manometry: type II achalasia.

Fig. 2. a Barium oesophagram en face with deviation of the distal oesophagus. b Barium oesophagram in

left posterior oblique position with dilatation of oesophagus.
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Fig. 3. CAT scan: left atrial enlargement and leftward mediastinal shift resulting in pressure on the oesoph-
agus.
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