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ABSTRACT. A 6l-year-old Japanese woman who had been diagnosed as having classic
achalasia was admitted to our hospital in April 199X because of dysphagia and chest pain of over
30 years’ duration. Radiologic and manometric examinations resulted in a re-diagnosis of vigorous
achalasia. Initial therapy with a pneumatic dilator relieved her dysphagia, but was ineffective for
the chest pain. However, additional administration of an antispasmodic agent eliminated her
esophageal symptoms completely. Although the concept of vigorous achalasia has been widely
accepted in Western countries, to date only three cases of vigorous achalasia have been reported in
Japan. When encountering a patient with dysphagia, not only should a diagnosis of achalasia be

made, but also differentiation of its subtypes, classic or vigorous achalasia, should be done.
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Achalasia is a motor disorder of the esophageal smooth muscle in which the lower esophageal sphincter
does not relax properly with swallowing. The term vigorous achalasia was first introduced by Olsen ef al' in
1957. Since repetitive, simultaneous large-amplitude contractions in patients with vigorous achalasia unlike
classic achalasia, patients with this condition frequently complain of chest pain. Recently, however,
Camacho-Lobato et a/” retrospectively analyzed the clinical and manometrical findings of 209 patients with
achalasia, and concluded that chest pain was equally prevalent in both classic and vigorous achalasia.

We experienced a patient who had been followed up for over 30 years and who had been diagnosed with
classic achalasia despite the presence of long-standing chest pain. This patient was successfully managed by
a combination of pneumatic dilation and an antispasmodic agent after a re-diagnosis of vigorous achalasia

was made. This case is herein described in detail.
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CASE REPORT

A 61-year-old Japanese woman was admitted to our hospital in April 199X, because of dysphagia and
chest pain. In 1966, this patient was suffering from dysphagia and chest pain, and consulted her local clinic,
After various examinations, a diagnosis of achalasia was made and medical treatment relieved her symptoms
temporarily. However, such esophageal symptoms had repeatedly afflicted the patient thereafter.

On admission, a physical examination and laboratory data were unremarkable. A plain X-ray film of the
chest disclosed an air-fluid level in a markedly widened mediastinum and the absence of a gastric air shadow.

A barium esophagram after intramuscular injection of an antispasmodic agent revealed a markedly
dilated esophagus, barium stagnation and smooth tapering of the lower esophagus (Fig.1a). At its largest
diameter, the esophagus measured 5.1 em. These radiologic findings were compatible with those seen in
classic achalasin. However, manometry disclosed not only elevated pressure of the lower esophageal
sphincter (more than 20 mmHg) and failure of the lower sphincter to relax with swallowing, but also
recurrent simultaneous contractions of high amplitude (Fig.2). These manometric findings suggested a
diagnosis of vigorous achalasia. Reexamination of barium esophagram was thus indicated. Before
intramuscular administration of an antispasmodic agent. an esophagram disclosed marked tortuosity and
segmental spasm. with a corkscrew pattern (Fig.1b). Based on both radiologic and manometric features, a

diagnosis of vigorous achalasia was confirmed.

T EENE

Fig. 1, A barium esophagram after injection of an antispasmodic demonstrated marked dilatation of the esophagus and smooth
tapering of the lower esophagus (a). Before injection, however, a marked tortuosity and segmental spasms of the esophagus
were observed (b). Following a combination of progressive pneumatic dilation and administration of an antispasmodic
agent, barium stagnation and segmental spasms nearly disappeared (c).
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Fig. 2. Manometry revealed characteristic repetitive simultaneous contractions of high amplitude.

Initially, the patient underwent progressive pneumatic dilation therapy. After this forceful dilation of the
esophagocardiac junction, the patient’s dysphagia disappeared immediately. However, the chest pain
continued thereafter. A follow-up esophagram showed that repeated segmental spasms remained. Therefore,
an antispasmodic agent, scopolamine butylbromide, was orally administered. Fortunately, the patient was
free from chest pain after administration of this antispasmodic. Disappearance of barium stagnation and
segmental spasms of the esophagus was confirmed by an esophagram (Fig.lc). Three years after this

combined treatment, the patient has demonstrated a good course.
DISCUSSION

Various reports have described the characteristic radiologic features of achalasia to be esophageal
dilatation and distal smooth tapering, a so-called "bird’s beak appearance"®¥. In vigorous achalasia,
uncoordinated simultaneous contractions, which produce multiple ripples or curling of the esophagus, termed
a "corkscrew appearance”, have also been seen under X-ray fluoroscopy®. However, it should be noted that
this appearance was recognized only before injection of an antispasmodic agent. The esophageal diameter in
vigorous achalasia is smaller that that in classic achalasia. Goldenberg er af® calculated the ratio of the
esophagus measured at its largest caliber to the height of a thoracic vertebrae, and reported that it was less
than 1.7 in 71 % of patients with vigorous achalasia. In classic achalasia, the ratio was 1.7 or more in 81 % of

the patients. In our patient, the esophagovertebral ratio was 2.2. This high value and negligence in
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fluoroscopic observation before administration of an antispasmodic agent may have led to a misdiagnosis in
our case, resulting in the patient’s long-standing esophageal symptoms.

Manometry is the most effective diagnostic procedure for achalasia. The basal lower esophageal
sphincter pressure is normal or elevated, and relaxation following swallowing either does not occur or is
reduced in degree, duration, and consistency. In the esophageal body, however, the resting pressure is
elevated. Simultaneous contraction is a characteristic manometric finding. Whereas these contractions are of
low amplitude in classic achalasia, they are of high amplitude and long duration in vigorous achalasia.
However, Todorczuk et al”’ doubted the exsistence of vigorous achalasia itself as a separate condition,
because their clinicomanometric data was statistically similar in both patients with vigorous achalasia and
those with nonvigorous achalasia. Nevertheless, we would stress that a different condition from classic
achalasia certainly exsists, based on the clinical course in our patient.

Achalasia is frequently resistant to medical treatment. Pneumatic dilation is the most effective
nonsurgical treatment of achalasia. Eckardt er a/* analyzed the clinical data in 54 patients with achalasia, and
found that patients of 40 years old or more responded better to pneumatic dilation than those of less than 40
years. They also reported that clinical symptoms improved in 36 of 41 symptomatic patients, but that 7 of
these 36 patients had continuously suffered from some esophageal symptoms. It is important to determine
why esophageal symptoms continued in these seven patients. Unfortunately, detailed clinical information on
these seven patients was not provided in their paper. Such unresponsive patients may be, like our patient,
ones with vigorous achalasia. Forceful pneumatic dilation would be effective in treating symptoms due to
cardiac stenosis, but may be logically ineffective in those due to esophageal spasms.

To date, only three cases of vigorous achalasia have been previously reported in the Japanese literature,
excluding those documented in abstracts” ™', Those cases and our case of vigorous achalasia are
summarized in the Table. The ages of the patients ranged from 25 to 72 years old, with the mean age being
55.3 years old. Included our patient, and the female was only 2 cases. All patients complained of dysphagia.

Chest pain, which seems to be the most characteristic symptom in vigorous achalasia, developed in half of all

Table. Clinical Characteristics of Patients with Vigorous Achalasia in Japan

Author (Reported Yr) Age Sex Symptoms Disease duration** (yr) Treatments of Vigorous Achalasia

1 Yakabi (1982) 41 M Dysphagia, Vomiting 13 Prieumatic dilation

2 Furuya (1995) 66 M Dysphagia 60" ISDN***

3 Yamada (1996) 72 M Dysphagia, Weight loss 52 Pneumatic dilation

4 Yoshida (1999) 61 M Dysphagia, Vomiting 8 Pneumatic dilation

5* Morizaki (2002) 439 M Dysphagia, Chest pain 1 non

6 Yoneyama  (2004) 25 F Dysphagia, Chest pain 2 Pneumatic dilation, ISDN

7* Hamamoto  (2004) 68 M Dysphagia, Cheslt pain 40 Pneumatic dilation

8 Ourcase 61 F Dysphagia, Chest pain 32 Pneumatic dilation, anticholinergic
* Concomitant with esophageal cancer. ** Period during which patients suffered from symptoms till diagnosis.

*** Approximate value. *#** [sosorbide dinitrate
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patients. Two of eight the patients developed eshophageal caner : one had the esophagus removed , and the
other had endoscopic resection. The disease duration, which was the period from the appearance of
esophageal symptoms to the diagnosis, was average 26 years. Such a long disease duration may present
difficulty in making a diagnosis of vigorous achalasia. One patient, who had been suffering from only
dysphagia, had been managed with isosorbide dinitrate alone. Three patients, who had complained of
vomiting or weight loss in addition to dysphagia, but who had not suffered from chest pain, required
pneumatic dilation therapy. Other three patients, who had been suffering from not only dysphagia, but also
from chest pain, required the combination of an antispasmodic agent and pneumatic dilation therapy.

Therefore, the difference in the therapeutic modality required may be due to the severity of the condition.
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