Dysphagia 8:292-296 (1993)

Dysphagia

© Springer-Verlag New York Inc. 1993

Malignancy-Induced Secondary Achalasia

Henry P. Parkman, MD and Sidney Cohen, MD

Department of Medicine, Temple University School of Medicine, Philadelphia, Pennsyivania, USA

Abstract. Secondary achalasia refers to the develop-
ment of clinical, radiographic, and manometric findings
of achalasia as a result of (i.e., secondary to) another
underlying disorder. A variety of malignancies have been
associated with secondary achalasia. Adenocarcinoma of
the esophagogastric junction accounts for the majority
of cases of malignancy-induced achalasia, however,
noncontiguous tumors may also cause this disorder. Al-
though rare, malignancy-induced achalasia will occa-
sionally be encountered by gastroenterologists and gas-
trointestinal radiologists who see patients with dysphagia
and/or achalasia. Since treatment is aimed at the underly-
ing neoplasm, it is important to recognize this disorder.
Three clinical features suggest the possibility of malig-
nancy as a cause of achalasia: 1) short duration of dys-
phagia (<1 year); 2) significant weight loss (>15
pounds); and 3) age >55 years. The presence of any of
these should at least raise a suspicion of malignancy.
Diagnosis may not be evident on routine esophagrams
and endoscopy, and requires clinical suspicion for further
evaluation with thoraco-abdominal CT scanning and en-
doscopic ultrasonography.

Key words: Achalasia — Pseudoachalasia — Esoph-
ageal manometry — Esophageal aperistalsis — Degluti-
tion — Deglutition disorders.

Achalasia is an esophageal motility disorder character-
ized manometrically by the complete absence of esoph-
ageal peristalsis, and an incompletely relaxing lower
esophageal sphincter (LES). Radiographically, there is
typically esophageal dilatation with tapering at the gas-
troesophageal junction to a characteristic narrowed
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“bird’s beak” appearance (see Fig. 1). Patients present
primarily with dysphagia. Secondary achalasia refers to
the development of these same clinical, radiographic,
and manometric findings of achalasia as a result of (i.e.,
secondary to) another underlying disorder [1].

Both benign systemic disorders (e.g., amyloido-
sis, Chagas’ disease, or intestinal pseudo-obstruction)
and malignant tumors may cause secondary achalasia.
Malignancy-induced secondary achalasia is often re-
ferred to as pseudoachalasia [2,3]. A variety of malig-
nancies have been associated with secondary achalasia
(Table 1). Adenocarcinoma of the gastric cardia accounts
for nearly 3 of cases of malignancy-induced achalasia.
Noncontiguous forms of cancer may also produce this
syndrome, including lymphoma and primary neoplasms
from the lung, pancreas, prostate, and liver.

Although well described in the medical literature,
malignancy-induced secondary achalasia is rare and ac-
counts for only 2-4% of patients with esophageal mano-
metric findings of achalasia [2]. It is important to recog-
nize secondary achalasia as the treatment is different than
for idiopathic achalasia. In idiopathic achalasia, the treat-
ment centers on reducing the LES pressure by forceful
disruption of the circular muscle—either by pneumatic
dilatation or surgical esophagomyotomy [1]. In second-
ary achalasia, treatment is aimed at the underlying neo-
plasm. Esophageal function may return to normal after
the tumor is removed or treated by radiation therapy or
chemotherapy [4,5].

Pathophysiology or Malignancy-Induced Achalasia

Several mechanisms have been proposed to explain how
malignancies can cause secondary achalasia (Table 2)
[1]. First, malignant strictures of the distal esophagus
may produce an obstruction in the region of the LES and
secondary degeneration of esophageal peristalsis. Ade-
nocarcinoma of the gastric cardia may also infiltrate the
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and the patient was reported as T2NOM1. The patient recovered un-
eventfully, but died 10 months after surgery of mediastinal recurrence.

Case 4

A 78-year-old nonalcoholic, nonsmoker female was admitted with a
3-month history of dysphagia. Eleven years before she had been treated
with mastectomy and radiotherapy for a left breast cancer. Radiation
doses were unknown. She received no chemotherapy. Upper endoscopy
with histological study showed an invasive esophageal squamous cell
carcinoma, extending from 20 to 24 ¢cm. No resection was carried out
because of tracheal invasion and the patient died 1 month later.

Discussion

The relationship between ionizing radiation and upper
cervical and esophageal cancer has been well established
by different authors [1-6]. The concept of radiation-
induced esophageal cancers can be established on exper-
imental, clinical, and epidemiological bases, although
they are infrequent, representing less than 1% of the
esophageal cancers operated on in our department (per-
sonal observation).

Some experimental data suggest that radiation-
induced esophagitis is dose dependent {8]. Experimental
studies in the rat have demonstrated the effect of radiation
on the esophageal mucosa and the high rate of radiation-
induced esophageal cancer [9,10].

Acute and chronic radiation-induced esophagitis
have been reported in humans [7,11-14]. Doll [3] and
Goffman et al. [4] reported 10 cases of esophageal cancer
among 14,000 patients who received radiotherapy for
ankylosing spondylitis. The esophageal cancer risk was
higher than the calculated risk for the population studied.
Ueda et al. [6] reported a 0.33% rate of esophageal carci-
noma in females irradiated for breast cancer.

In the present series, our patients have the follow-
ing issues in common to support the origin of radiation-
induced cancers: (1) esophageal cancer has developed in
areas previously irradiated for other malignancies; (2)
esophageal cancer was revealed after a long interval of
from 8 to 11 years following radiotherapy; (3) in all of
our resected cases, chronic postradiation fibrosis was
present [11]; (4) none of our cases had a history of to-
bacco or alcohol abuse.

Dysphagia was the usual, initial symptom in all of
our cases and none of them experienced preexisting func-
tional symptoms, as previously reported [7]. Other
causes of dysphagia, after a history of mediastinal ir-
radiation, included mediastinal carcinomatosis secondary
to breast cancer, benign postradiation stenosis, and
esophageal location of Hodgkin’s disease [7,11,15-17].
Accurate diagnosis can be performed using computed
tomography scan, mediastinoscopy, and endoscopic ul-
trasonography [18].
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In our cases, histological diagnosis was made
with the first endoscopic biopsy samples, although some
authors have pointed out difficulties due to inflammatory
changes associated with radiation [19]. In such cases,
stenosis dilatation followed by cytological studies and
biopsies with vital coloration can be used [20].

Although none of our three surgical patients had
radiation-induced dermatitis or pneumonitis, these condi-
tions may influence the choice of thoracotomy side and
the risk of respiratory complications [11].

Periesophageal fibrosis did not complicate medi-
astinal dissection in our resected cases; however, we do
not advocate blunt dissection. Postoperative fistulae were
not observed in this small series while anastomosis was
being performed on irradiated esophagus. The use of
stapler and the interposition of omentum between the
anastomosis and the radiated aorta for that purpose may
minimize the risk of fistulae [21].

Mediastinal lymph node dissection showed no
metastasis in all of our cases; the only lymph node me-
tastasis was a cardial one (Case 3) in a nonirradiated area.
Mediastinal fibrosis involving lymphatic drainage of the
esophagus could explain the absence of metastatic medi-
astinal lymph node. However, the absence of mediastinal
lymph node involvement was not associated with a favor-
able survival. As reported by Ueda et al. [6], esophageal
carcinoma developing after mediastinal irradiation is not
different from common esophageal squamous cell carci-
noma.

In conclusion, radiation-induced esophageal can-
cer is a rare entity that should be suspected in every
patient with dysphagia and a previous history of cervico-
mediastinal radiotherapy. Radiation-induced esophageal
cancer can be treated with an esophageal resection in
most cases but is associated with a poor prognosis.
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