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Evaluation of malignancy risk and endoscopic follow up

in achalasia: Case report

Akalazyada malignite riskinin ve endoskopik takibin bir vaka nedeni ile

degerlendirilmesi

Filiz AKYUZ', Duygu IBRISIM!, Emre BALIK?, Oya YONAL', Sabahattin KAYMAKOGLU!,

Dursun BUGRA?, Zeynel MUNGAN®

Department of 'Gastroenterohepatology, *General Surgery, Istanbul University, Istanbul Medical Faculty, Istanbul

Achalasia is an esophageal motility disorder that is accepted as
a risk factor for the development of cancer. Especially in mega-
esophagus, chronic irritation of foods and bacterial overgrowth
may contribute to the formation of high-grade dysplasia and
squamous cell carcinoma. We present a case of advanced stage
achalasia with high-grade dysplasia detected three years after
a cardiomyotomy operation. Cancer risk continues after surgi-
cal operation in achalasia, like in this case. In conclusion, en-
doscopic follow up is necessary for these patients even after sur-
gical treatment.
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INTRODUCTION

Achalasia is an esophageal motility disorder pre-
dominantly presented with dysphagia, sometimes
with regurgitation and complications of this dise-
ase. Although there is no cure for achalasia, the
aim of the treatment should be palliation of symp-
toms and improvement in esophageal emptying.
The most effective treatments are pneumatic bal-
loon dilatation and cardiomyotomy. Botulinum in-
jection or calcium channel blockers are the other
options for the treatment of patients who are at
high risk for pneumatic balloon dilatation and car-
diomyotomy (1-3). The most important complicati-
on is the development of esophageal cancer. The
esophageal cancer development risk is 1.7-20% in
achalasia (4). Patients have similar symptoms in
achalasia and esophageal cancer; therefore, most
of the cancer cases are diagnosed at advanced sta-
ge. Prognosis of cancers due to achalasia is very
poor. In achalasia, either adenocarcinoma or squ-

Akalazya, kanser gelisimi i¢in risk faktorii olarak kabul edilen
ozofagusun motilite bozuklugu ile iliskili bir hastaliktir. Ozel-
likle megadzofagusda, liimen icindeki gidalarin kronik iritas-
yonu ve bakteriyal asirt gelisim yiiksek dereceli displazi ve sku-
amoz hiicreli karsinom gelisimine zemin hazirlayabilir. Bu ya-
zida kardiyomyotomi operasyonundan 3 yil sonra yiiksek dere-
cede displazi saptanan ileri donemdeki bir akalazya vakasini
sunuyoruz. Kanser riski, bu vakada goriildiigii gibi operasyon
sonrasinda da devam etmektedir. Sonug olarak cerrahi tedavi-
den sonra bile endoskopik takip gereklidir.

Anahtar kelimeler: Akalazya, kanser, endoskopik takip

amous cell carcinoma may develop (4-6). In untre-
ated patients, food retained for a long time can ca-
use putrification, bacterial overgrowth and incre-
ase of nitrosamine, following which dysplasia and
squamous cell carcinoma may arise (4). In this pa-
per, we present a case of advanced stage achalasia
in whom a high-grade dysplasia developed three
years after cardiomyotomy, and we review endos-
copic follow up in achalasia cases.

CASE REPORT

A 43-year-old man was admitted to our hospital
with the complaints of dysphagia, sometimes
chest pain and weight loss. Dysphagia, vomiting
and cough began 10 years ago, but he was admit-
ted to hospital because of the increasing severity
of his symptoms four years ago, and the diagnosis
of achalasia was made. The patient was treated
with open cardiomyotomy. His symptoms partially
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regressed after surgery and he did not go to follow-
up examinations. Three years after cardiomyo-
tomy, weight loss (10 kg in 5 months) was added
to severe dysphagia, vomiting and chest pain. He
was in a cachectic (body mass index 13.8 kg/m?)
status and there was a skin pallor in physical exa-
mination; other systems were normal. Laboratory
analyses were as follows: hemoglobin: 7.6 g/dl, he-
matocrit: 28.5%, mean corpuscular volume: 60fl,
platelets: 524000/mm?, serum iron: 11 mcg/dl, to-
tal iron-binding capacity: 348 mcg/dl, and ferritin:
1.33 ng/ml. Other laboratory tests were normal.
Mediastinal enlargement was seen in chest X-ray
(Figure 1). During gastroscopy, esophagus was full

Figure 1. Mediastinal enlargement in chest X-ray

with retained food and it was impossible to reach
the esophagogastric junction because of the tight
stricture. Barium X-ray revealed S-shaped dilated
esophagus (Figure 2) and computerized thorax to-
mography showed diffuse concentric thickness at
gastroesophageal junction and severe esophageal
dilatation. Liquid material (1 L) including reta-
ined food was drained by 18F esophageal tube.
Mediastinal enlargement related to megaesopha-
gus disappeared on chest X-ray after decompressi-
on. Oral feeding was stopped and parenteral nut-
ritional support was started. Esophageal mano-
metry was performed. The catheter was replaced
under endoscopic view. First, a guide-wire was in-
serted through the stenotic esophagogastric junc-
tion by endoscopy and then a manometry catheter
was replaced. A direct radiogram was performed
to control the localization of the catheter. His
esophageal manometry was also compatible with
achalasia [simultaneous contractions and absence
of lower esophageal sphincter (LES) relaxation].
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Figure 2. S-shaped dilated esophagus in barium X-ray

In the second look gastroscopy after decompressi-
on, there was a stenotic segment in the distal
esophagus and the esophagogastric junction was
not reached. Multiple biopsies were taken from
distal esophagus; focal high-grade dysplasia was
detected on histopathologic examination. The pati-
ent was hospitalized at the department of surgery.
For nutritional support, the patient was operated
after his admission, and jejunal feeding tube was
inserted in open laparotomy. After three weeks of
enteral and parenteral nutritional support, the
patient gained 5 kg, and biochemical parameters
and blood count were normal. The patient was in-
formed about his disease status and total esopha-
gectomy with thoracotomy was suggested. After
obtaining consent of the patient, total esophagec-
tomy with right thoracotomy was performed
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(Figure 3). Gastrointestinal continuity was achi-
eved with pharyngo-gastrostomy. Postoperative
course was uneventful and the patient started to
consume a regular diet on the 7* postoperative
day. The patient was discharged on the 13" posto-
perative day after removal of the jejunal feeding
tube. He is followed regularly and there has been
no nutritional problem as of the end of the first ye-
ar. Histopathologic examination of the specimen
revealed high-grade dysplasia on the distal end of
the esophagus.

Figure 3. Postoperative view of the resected esophagus

DISCUSSION

The relationship between achalasia and cancer
was first described in 1872 by Fagge (7). Recently,
there is a common view that achalasia is a precan-
cerous lesion, but there is still no accepted endos-
copic long-term follow up protocol for achalasia. In
megaesophagus seen in the late phase of achala-
sia, chronic irritation of foods and bacterial overg-
rowth cause epithelial proliferation of the mucosa
and may trigger carcinogenesis (8). Esophageal
emptying partially improves after cardiomyotomy,
but it does not become normal because of the ape-
ristalsis of the esophagus body (9). For this reason,
cancer risk is still higher after cardiomyotomy
compared with the normal population due to con-
tinuous chronic irritation. In our case, high-grade
dysplasia was detected three years after a cardi-
omyotomy operation. Endoscopic view of gastro-
esophageal junction resembled a malignant stric-
ture, but histological examination of endoscopic
biopsy and postoperative specimens revealed only
high-grade dysplasia. Thus, we thought the stric-
ture of the gastroesophageal junction was related
to unsuccessful surgery rather than malignancy.

Failure of treatment in achalasia is higher than
expected. Achkar et al. (10) evaluated achalasia
patients four years following cardiomyotomy and
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pneumatic balloon dilatation, and they found a
much higher failure rate than expected. This can
be related to the absence of routine follow up prog-
rams, late admission to hospital after a long
symptomatic period and to ineffective treatment
modalities. Because of high cancer risk in advan-
ced stage achalasia, esophagectomy should be the
first choice of treatment, as in our patient. Cancer
development must be suspected in patients admit-
ted to hospital with recurrent dysphagia after car-
diomyotomy, especially in the presence of mega-
esophagus.

Aggestrup et al. (11) evaluated 147 achalasia pati-
ents at the end of 23 years (6-41) mean follow up
and reported that mortality caused by esophageal
cancer rate was 66% after 30 years. Esophageal
cancers are generally diagnosed in advanced stage
because achalasia and esophageal cancer have si-
milar symptoms and because 80% of patients are
inoperable when they are diagnosed (4). Therefore
early diagnosis is very important. Lugol dye en-
doscopy can help to detect dysplasia or carcinoma
earlier than conventional endoscopic examination
(12). A follow-up program may be developed for
high-risk patients (age, cigarette, alcohol, p53 ge-
ne mutation detected by immunohistochemical
analysis, flow cytometric DNA analyses) (13).
Sandler et al. (14) reported that mean age at entry
was 57.2 and mean age at cancer diagnosis was 71
years in the analyses of 1062 achalasia patients.
They showed that there was a high risk of cancer
development after the diagnosis of achalasia and
suggested regular endoscopic follow up.

In our case, surgical therapy was preferred beca-
use of the presence of sigmoid esophagus and seve-
re symptoms related with achalasia. Detection of
high-grade dysplasia also supported the choice of
surgical therapy. Thus we did not need to confirm
high-grade dysplasia with a second endoscopy and
immunohistochemical examination.

Endoscopic mucosal resection can be suggested in
the treatment of high-grade dysplasia. Most re-
ports about this subject are related to Barrett’s
esophagus. However, an invasive cancer was de-
tected in 30 to 40% of cases with high-grade
dysplasia who underwent surgery (15). There is no
data about mucosal resection for the treatment of
high-grade dysplasia in sigmoid esophagus of ac-
halasia.

In the light of these results, achalasia patients
must followed up regularly. Evaluating patients
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with objective rather than subjective data may be
helpful in early diagnosis and treatment. Endosco-
pic control should be performed in the first year af-
ter the diagnosis of achalasia and repeated every
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