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Distal esophageal spasm (DES) can be achalasia in 
evolution: A case report
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Introduction

With the introduction of High-Resolution Manometry (HRM) 
and the standardization of findings through the Chicago clas-
sification v.4.0, classification of esophageal motility disorders 
not only has become simpler but also makes it possible to gain 
more insight into the pathophysiology and connections be-
tween various motility disorders [1]. Distal Esophageal Spasm 
(DES) and Achalasia are two separate yet over-lapping entities 
like both having high amplitude simultaneous contractions of 
the esophagus. However, for DES the LES relaxation has to be 
normal, which is incomplete in subjects with Achalasia. This 
problem is made even more challenging by the possibility that 
DES will eventually proceed to achalasia, with the likelihood of 
aperistalsis following [2]. We present a case report of an elderly 
male presenting with dysphagia and his manometry findings re-
vealed a shift of pattern from DES to Type II Achalasia. 

Case report

We discuss the case of an 80-year-old man who, for four 
years, experienced difficulty swallowing both solids and liquids. 
He underwent an upper GI endoscopy, and there was no sign 

of a mechanical obstruction. His Barium Swallow showed Cork-
screw appearance of distal esophagus suggesting tertiary peri-
stalsis movement (Figure 1). HRM was performed showing pre-
mature contractions with DL <4.5 seconds and mean DL of 3.11 
seconds (Figure 2). However, with the last two viscous swallows 
the pattern changed to pan-esophageal pressurizations (Figure 
3). Overall, the mean IRP for 4 seconds was 9.354 mmHg (nor-
mal: 15 mmHg), but after DES, the mean IRP increased to 10.344 
mmHg, and after pan-esophageal pressurization, it increased to 
13.25 mmHg. The pan-esophageal pressurization that occurred 
during the final swallow caused the highest IRP to be 14.1 mm 
of Hg. So as per Chicago classification v 4.0 a diagnosis of “Dis-
tal Esophageal Spasm (DES)” was made and patient was put on 
calcium channel blockers with a repeat manometry planned af-
ter 6 months. However, there was no significant improvement 
in patients’ symptoms, rather the ECKARDT score worsened 
over one-month time (7 from 6 over one month). After discus-
sion with the patient, option of Pneumatic Balloon Dilatation 
was opted, and LES was dilated with the pneumatic balloon of 
30 mm with a pressure of up to 8 PSI. Patients’ symptoms im-
proved with follow-up ECKARDT score of 1 after one month. 
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Figure 1: Barium swallow showing contrast given orally. Hypo-
pharynx and all parts of esophagus are outlined by contrast. Free 
flow of contrast notes from oral cavity to stomach. Corkscrew ap-
pearance of distal esophagus is noted suggests tertiary peristaltic 
movements in esophagus as showed by the blue arrows 

Figure 2: High Resolution Manometry tracing after a wet swallow 
showing a pre-mature contraction with Distant Latency (DL) of 3.8 
seconds, and integrated relaxation pressure (IRP) for 4 seconds of 
4.5 seconds

Figure 3: High Resolution Manometry tracing for the last wet swal-
low showing loss of peristaltic wave replaced by pan-esophageal 
pressurizations and integrated relaxtion pressure (IRP) of 14.1 sec-
onds.

Discussion

There are a few case reports in the past suggesting the evo-
lution of DES into Achalasia over a span of 9 months to 5 years 
and most of them used conventional manometry as a tool to 
measure the pressure changes with more chances of error [2-5]. 
High resolution manometry allows a much clear interpretation 
of topographic analysis of the data acquired during the study. 
The color hues indicating the pressures are capable of highlight-
ing even the slightest changes with great accuracy making the 
differential diagnosis more confident.

Most of the case reports in the past have shown the change 
in pattern at two distant occasions separated over a time span. 
Even one case report that was High-Resolution Impedance Ma-
nometry (HRIM) based showed the change of pattern from DES 
to pan-esophageal pressurizations was over a span of 9 months 
[2]. To our knowledge our case is unique reporting the transition 
from DES to Achalasia pattern during one single study. While 
allowing the patient to have viscous swallows, the pattern not 
only changed from premature contractions to pan-esophageal 
pressurizations, but the IRP also started rising towards 15 mm 
of Hg.

DES may extend its affect towards LES involving the sphinc-
ter itself and raising its pressure, further creating difficulty in 
differentiating DES from Achalasia, however this can create a 
possible error amongst DES and type III Achalasia, where the 
topographic appearance of esophageal body is showing some 
peristaltic activity having premature contractions depicting a 
DL of <4.5 seconds. Term “Vigorous Achalasia” is sometimes 
used for cases having overlapping properties of Achalasia and 
DES especially radiologically [6]. Chicago v4.0. have tried to ad-
dress this issue by emphasizing on the number of premature 
contractions that is, the more you have premature contractions 
the more confidence you will have on the diagnosis of Type III 
Achalasia. Practically speaking in a true type III Achalasia there 
should be no peristaltic activity otherwise you are dealing with 
DES with Esophageal Gastric Junction Outlet Obstruction (EG-
JOO) [1]. In our case by the end of the study, the topographic 
pattern changed to pan-esophageal pressurizations, that is the 
feature of Type II achalasia.

Apart from DES, few more spastic motility conditions have 
also been reported in the literature that have evolved to Acha-
lasia. Jason Abdallah and Ronnie Fass have reported a case of 
66-year-old lady who presented with Jackhammer esophagus 
and over a span of 6 months evolved to Type II Achalasia [7]. 
Our case though showed a cork-screw pattern on barium swal-
low but none of the swallows met the criteria of hyper contrac-
tile esophagus. Although the treatment strategies for Achala-
sia and DES overlap, however special considerations have to 
be made while deciding for intervening patients with spastic 
esophageal motility disorders. Pharmacologic agents including 
calcium channel blockers even with Per-oral endoscopic Myot-
omy (POEM), the first line recommended technique for classic 
Achalasia, the results vary when applied to spastic disorders. 
For Type III Achalasia the success rate is about 92%, for DES its 
88% and for hyper contractile esophagus its 72% respectively 
[8]. Furthermore, a much longer sub-mucosal tunnel is ex-
pected in spastic cases (16-18 cm) as compared to conventional 
cases (8-10 cm) [9,10].
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Conclusion

In short, patients with DES may develop achalasia, particu-
larly if their symptoms deteriorate over time, however this is 
less common than what has been suggested by previously 
published cases. The majority of DES patients maintain their 
manometric features throughout time; nevertheless, a sizeable 
portion of patients may see dysmotility worsening with little to 
no esophageal body motility, a hallmark of achalasia. Clinically 
and manometrically, DES is still an enigmatic concept. The as-
sociation between various motility diseases can be further es-
tablished by repeating High Resolution Manometry, however 
research must concentrate on the rate of advancement in peo-
ple who have low amplitude esophageal contractions. A longer 
period of observation could help to determine the true rates of 
manometric development from DES to achalasia.
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