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SUMMARY

Introduction Achalasia is a rare esophageal disorder which, due to frequent presence of both respiratory
and gastrointestinal symptoms, can initially be referred either to pulmonologist or gastroenterologist.
Case Outline A 50-year-old patient was initially referred to gastroenterologist with the following symp-
toms: nausea, vomiting, occasional hiccups, weight loss, chest pain, dysphonia, and dry cough. After chest
X-ray, the patient was referred to pulmonologist with differential diagnosis for pulmonary infiltration and
thoracic aortic aneurysm. Pulmonologist interpreted chest X-ray as showing paratracheal mediastinal
enlargement with air-fluid levels, thus suspecting achalasia. Computed tomography scan of the thorax
with per os contrast showed extremely dilated esophagus with food stasis. The patient was then referred
to thoracic surgeon, who ordered additional diagnostics (esophageal passage with contrast, esophago-
manometry, esophagogastroduodenoscopy), and finally performed Heller myotomy. Postoperatively
there were no complications, and the patient was symptom free during the follow-up.

Conclusion Although achalasia can also result in respiratory symptoms, fastidious anamnesis and ac-

curate radiological interpretation are essential for the correct diagnosis.
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INTRODUCTION

Achalasia or “cardiospasm” is an esophageal
disorder, characterized by incomplete or absent
relaxation of lower esophageal sphincter (LES)
and the loss of esophageal peristalsis [1]. Con-
sequently, LES does not relax after food intake
— it stays contracted, which prevents normal
food passage. Food stasis then leads to esopha-
geal dilatation. This disorder is more common
in male patients, with peak incidence between
30 and 60 years of age. The symptoms are pri-
marily gastrointestinal: difficulty swallowing
both solids and liquids, food regurgitation and
weight loss. However, chest pain, dysphonia
and chronic cough are also frequent symptoms.
Differential diagnosis includes gastroesopha-
geal reflux disease [2], pseudoachalasia due to
malignant infiltration of myenteric plexus [3]
(adenocarcinoma of gastroesophageal junc-
tion, pancreatic carcinoma, lung carcinoma),
or secondary achalasia due to previous surgi-
cal interventions on esophagus [4]. Achalasia
can also be diagnosed as part of Chagas disease
(Trypanosoma cruzi infection) [5].

Patients with achalasia are usually diag-
nosed by gastroenterologists, although there
are cases in which respiratory symptoms such
as chronic cough or recurring pneumonias
dominate, urging pulmonologists to consider
this condition.

CASE REPORT

A 50-year-old patient was initially referred to a
gastroenterologist due to chronic complaints:
difficulty swallowing, nausea, vomitus, occa-
sional hiccups, and weight loss, followed by
more recent symptoms — chest pain, dysphonia,
and cough. However, the patient focused on
more recent symptoms, those being chest pain,
cough and dysphonia, neglecting gastrointesti-
nal symptoms, which turned out to be present
for almost ten years. Gastroenterologist or-
dered chest X-ray, and referred the patient to a
pulmonologist suspecting pulmonary infiltra-
tion or thoracic aorta aneurysm. The pulmon-
ologist interpreted the chest radiogram as para-
tracheal enlargement of mediastinum with two
air-fluid levels and marked absence of a gastric
air bubble, thus suspecting achalasia (Figure
1). The lateral chest radiography showed di-
lated esophagus with air-fluid level and com-
pression on trachea, as well as air-fluid levels
in esophagus, which had a glass-hour shape
(Figure 2). Thoracic surgeon was consulted,
and the patient underwent additional diag-
nostic methods. Computerized tomography
(CT) of the thorax with per os contrast showed
marked esophageal dilatation (10 cm long),
along with intraluminal content interpreted
as food stasis. Lung parenchyma and medi-
astinal lymph nodes were normal (Figure 3).
Laboratory findings revealed nothing more
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Figure 1. Chest radiography with widened upper mediastinum (ar-
rowhead), two air-fluid levels (arrows), and absent gastric air bubble
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Figure 3. Axial CT shows dilated esophagus (arrow). Per os taken con-
trast and food remains make up hydro-aeric level (arrow)

than slightly elevated alanine transaminase and gamma-
GT. Electrocardiography showed left anterior hemiblock,
sinus rhythm with 70 beats/min, with no signs of myocar-
dial ischemia. Echocardiography showed only mild dia-
stolic dysfunction of the left ventricle, ejection fraction was
estimated at 65%. X-ray of the esophageal passage showed
normal swallowing act, and contrast agent propagated
across the dilated, tortuous esophagus, delineating food
remnants. No esophageal contractions were noted, and the
contrast agent propagated further to stomach, whose to-
nus was normal. Esophagus had a “sock-like” appearance,
characteristic of achalasia (Figure 4).
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Figure 2. The lateral chest radiography showed dilated esophagus

with air-fluid level (arrow), and compression on trachea (arrowhead)

Figure 4. X-ray of esophageal passage preoperatively

Esophagogastroduodenoscopy was performed - the
endoscopist described dilated esophagus containing food
particles, and the signs of chronic esophagitis, as well
as the lack of esophageal peristalsis. Given the spasm of
cardia, transition to stomach was forced, upon which dif-
fuse edema and erythema of gastric mucosa were seen.
Esophageal manometry was also performed (Figure 5),
complicated by the fact that manometric catheter could
not be placed through LES. All contractions noted in the
esophageal body were aperistaltic, simultaneous and of
decreased amplitude, which corresponds to typical find-
ings in achalasia. The patient underwent surgery — Heller
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Esophageal manometry report
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Esophageal motility results
Average calculations for 4 swallow(s) [Wet swallow 5 ml]
P1 P2 P3 P4 Average | Nomals )
Peak amplitude 15 15 16 18 16 30-160 | mmHg
Contraction duration 11.5 11.5 1.5 11.5 11.5 26 s
Onset velocity(P1-P4) - cmis
\_Peak velocity(P1-P4) 171.43 em/s )
# % Nomals
% Peristaltic contractions 0 0 % 80-100 %
% Simultaneous contractions 4 100 % 0-20 %
% Retrograde contractions 0 0 % 0%
% Non transmitted contractions 0 0 % 0-20%
% Dropped contractions 0 0 %
% Interrupted contractions 0 0 %
Investigation conclusion

Figure 5. Esophagomanometric findings

cardioesophagomyotomy with Toupet fundoplication was
performed from the beginning of dilatation on distal por-
tion of esophagus up to 2 cm across cardia, the total length
being 8 cm. Postoperatively there were no complications
and the patient was discharged from the hospital.

A follow-up X-ray examination with barium showed
unobstructed passage of the contrast agent to the stomach,
without reflux in the Trendelenburg position. The patient
is currently symptom free, and he has gained 5 kg of body
mass. He refused follow-up esophagogastroduodenoscopy
and esophageal manometry.

DISCUSSION

Achalasia is a rare esophageal disorder with different
prevalence (in the United States of America it is 10.8 per
100,000 inhabitants) [6]. Predominant clinical features are
gastrointestinal, such as dysphagia, food regurgitation, and
weight loss. However, these patients may also have respi-

ratory symptoms: dyspnea, chest pain, dysphonia, and
recurring aspiration pneumonias are also a possibility.
According to the study by Sinan et al. [7] which included
110 adult patients with achalasia, most frequent respira-
tory symptoms were cough (37%), aspiration (31%), and
dysphonia (21%). In children with achalasia, cough is a
common symptom [8].

Diagnosis of achalasia is based on the detailed anamne-
sis, clinical features, and additional diagnostic procedures.
These are the following: chest radiogram typically showing
dilated esophagus and absence of gastric air bubble, which
is insufficient for the final diagnosis, leading to further
diagnostic methods such as gastroduodenal radiography
with contrast agent, esophageal manometry and endos-
copy. Also, a valuable diagnostic tool is a thoracic CT
scan with per os contrast. Typical finding is a constricted
LES, along with esophageal dilatation above the sphinc-
ter. Esophagomanometric measures indicate changes in
esophageal wall pressures. During this test, a thin probe
with numerous sensors is placed through the patient’s
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nose or mouth in order to measure pressure changes in
the esophageal wall. This test is used to confirm the diag-
nosis of achalasia, the typical finding being elevated LES
pressure and inability to relax this sphincter during the
act of swallowing, as well as the lack of peristalsis in distal
esophageal segments [9]. The main advantage of endos-
copy is the ability to confirm potential alternative diagno-
ses which may lead to the clinical findings similar to those
of achalasia. These would primarily include esophageal
carcinoma, esophageal ulcers, and bacterial or fungal in-
fections. Also, biopsies taken during endoscopy may lead
to pathohistological confirmation of the listed diagnoses.
Current guidelines of the American Gastroenterolo-
gists Association state that treatment modality in patients
with achalasia should be determined with regard to sex,
age, advantages of the particular therapeutic option but
also the experience of the doctor in charge [9]. Accord-
ing to these guidelines, the first step in the treatment of
achalasia should be either balloon dilatation or surgery.
Balloon dilatation implicates balloon inflation at the level
of esophageal and gastric junction with resulting rupture
of muscle fibers, with preservation of esophageal mucosa.
Success rate for this procedure is 80%, according to the
study by Doder et al. [10] and esophageal perforation is
noted in 5% of patients, which requires urgent surgical
intervention [11]. Surgical method of choice is Heller’s
myotomy with partial fundoplication. Main complication
of this procedure is gastroesophageal reflux [12]. Another
treatment modality is endoscopic injection of botulin tox-
ins (Botox) in the muscle fibers of LES [13].
Medicamentous therapy implies the use of calcium
channel blockers and sublingual nitrates (isosorbide dini-
trate or nitroglycerin), which have a temporary effect on
LES pressure. These drugs are efficient in up to 10% of
patients with mild or intermediate form of achalasia, but
their therapeutic effect is short-term [14, 15]. Also, phos-
phodiesterase-5-inhibitor is used for similar purposes [16].
Dietetic regimen includes frequent small meals, thermally
processed, followed by appropriate fluid intake. It is impor-
tant to advise patients not to lie down after meals. Patients
should avoid food which potentiates reflux (alcohol, caf-
feine, chocolate, ketchup). Peroral endoscopic myotomy is a
more recent treatment modality [17]. Our case report per-
tains to the patient with achalasia which was not initially
recognized by gastroenterologist. Literature cites several
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»3anyTana“ axanasuja — og, racTpoeHTeponora 4o NyAMonora u Hasag,

[Jywanka O6pagosuh’, burbana Joeww Cesuh', Munow CrojaHoBuh? Mupocnas nuh?, Virop MeaHos*
'Opesbetbe nonynHTeH3MBHe Tepanuje, KnuHika 3a ypreHTHy nynmonorujy, HctutyT 3a nnyhHe 6onectu BojsoguHe,

Cpemcka Kamennua, Cpbuja;

?3aBop 3a pagvonorujy, HcTuTyT 3a nnyhHe 6onectn BojsoaunHe, Cpemcka Kameruua, Cpbuja;
3KnuHuKa 3a rpyaHy xupyprujy, UHctuTyT 3a nnyhHe 6onectn BojsognHe, Cpemcka KameHnua, Cpbuja;
*KopoHapHa jeanHnua, MHCTUTYT 3a KapauoBackynapHe 6onectu Bojsognte, Cpemcka KameHnua, Cp6uja

KPATAK CAAPXA)J

YBop Axanasuja je peTko obosbete jefiiaka Koje ce, ¢ 063u-
POM Ha 3aCTYMN/bEHOCT raCTPOVHTECTUHANTHWX U pecnpaTop-
HUX Teroba, Moxe Hahu y KIKn MHTepecoBaka raCcTPOEeHTePO-

nora unu nynmonora.
Mpuka3s 6onecHuka Megecetoroamniutby MylwKapaw ynyheH

je Ha npernep ractpoeHTeponory 36or ayrotpajHe My4HuUHe,
nospaharba, NOBPeMEeHOr WTyLarba y3 605oBe y rpyaviMa 1 ry-
61TaK Ha TeNlecHoj Macu, MPOMYKJIOCT 1 HagpakajHuU Kaluasb.
lMocne pafMonoLwKor CHUMarba rpyAHoOr Kolua 60necHVIK je yny-

heH nynmonoryjep Ce NOCyMHbalio fa Cy y NUTakby aHeypu3ma

rpyAHe aopTe, AVBEPTUKYNO03a jeftbaka unv uHdunTpaumja y
nnyhuma. YBMAOM y pafmorpam rpyaHOr Kolla nysamosor je

YOUMO NapaTpaxeanHo npownpemne Me,quaCTVIHyMa CTeYHUM

HMBOMMA U NMOCYMH>A0 Ha axasnasujy jeArbaka. YpaheHa je Kom-

njyTepr3oBaHa Tomorpaduja rpygHor Kowwa ¢ KOHTPACTHIM

MpumsbeH « Received: 06/02/2015

CPEeACTBOM per 0s, FAe je 3ana)<eH N3pa3nTo AnNaTpaH jefrbak
Ca capprkajeM XpaHe y eroBom JiymeHy. bonecHuik je ynyheH
rpYZHOM XVPYPrY, Kojui je nocne ogroBapajyhe npeonepayuo-
He npunpeme 1 AOAATHYX AWjarHOCTUYKMX NpoLieaypa (nacaxa
jeprbaka c NpMMeHOM KOHTpacTHOT CPeACTBa, e30dparomaHome-
Tpuja, e30dparoracTpoayoneHOCKoNja) onepucao 6onecHuKa
npumeHom Xenepose (Heller) muotomuje. MocTonepawyoHn ToK
je NpoTeKao HOpManHo 1 Ha KOHTPONTHOM Mpernesy 60necHUK
je 6ro 6e3 Teroba.

3akrpyuak Axanasuja je ob6orberse jefjrbaka Koje je yapy eHo
C MOCTOjakbeM TUMNYHKX, Pe CBera, raCTPOUHTECTUHANTHMX Te-
ro6a, Mafia Cy yecTe 1 pecnrpaTtopHe Terobe. lobpa aHamHe3a
Y3 NPaBUIHO TyMayer-e pafu1osIoLLKOr Hafla3a Cy npesycioBu
3a NnocTaBsbatbe ArjarHo3e oBor 06osbetba.

KrbyuHe peun: axanasuja; 601 y rpyarma; npomyKnoct
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