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Abstract
Achalasia cardia is a rare primary esophageal motility disorder with an incidence of about 1 in 100,000
LQGLYLGXDOV ,I OHIW XQWUHDWHG RU LQDSSURSULDWHO\ WUHDWHG WKH GLVHDVH PD\ SURJUHVV WR HQGVWDJH DFKDODVLD
characterized by megaesophagus or sigmoid esophagus. The presentation as severe malnutrition, anemia,
hypoalbuminemia, and asymptomatic tracheal compression has not been described in the setting of the
sigmoid esophagus, in absence of underlying malignancy. Here we report an interesting case of a young
male, who presented with the above features and managed excellently by open Heller’s myotomy under
epidural anesthesia due to the poor performance status.
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Introduction
Achalasia cardia is a rare primary esophageal motility
disorder with an incidence of about 1 in 100,000 individuals.1
,WLVFDXVHGE\VHOHFWLYHGHJHQHUDWLRQRILQKLELWRU\QHXURQV
of the esophageal myenteric plexus, leading to a lack of
peristalsis and the non-relaxing lower esophageal sphincter
/(6 7KLVHYHQWXDOO\D൵HFWVWKHHPSW\LQJRIIRRGIURP
the esophagus into the stomach and causes dilatation and
tortuosity of the esophageal body.2 ,I WKH SDWLHQW LV OHIW
XQWUHDWHGRULQDGHTXDWHO\WUHDWHGWKHGLVHDVHPD\SURJUHVV
to end-stage achalasia characterized by megaesophagus
and/or sigmoid shaped esophagus.3(QGVWDJHDFKDODVLDLV
HYHQDUDUHUHQWLW\FRPSULVLQJRQO\RIDOODFKDODVLD3
Although unintentional weight loss is common, severe
malnutrition is very rare unless there is an underlying
malignancy. Here we report an unusual case of a young
patient with sigmoid esophagus who presented with a
short duration history of dysphagia with three major
complications of severe malnutrition, anemia and tracheal
compression in the absence of underlying esophageal
malignancy.

Case Report
A 35-year-old male presented with complaints of dysphagia
WR ERWK VROLG DQG OLTXLG IRU  PRQWKV +H DOVR JDYH D

history of vomiting and regurgitation of food following
HDFK PHDO DQG D VLJQL¿FDQW ZHLJKW ORVV RI DURXQG  NJ
The patient denied any history of chest pain, shortness of
EUHDWKDQGOXPLQDOEOHHGLQJ2QH[DPLQDWLRQWKHSDWLHQW
was cachectic, dehydrated and pale with a body mass
LQGH[ %0, RINJP2. The pulse rate was 110 beats/
min, blood pressure of 90/60 mm Hg with normal body
temperature. The chest auscultation was bilaterally clear,
WKH DEGRPHQ ZDV VFDSKRLG ZLWK QR RWKHU VLJQL¿FDQW
¿QGLQJV %ORRG LQYHVWLJDWLRQ VKRZHG D ORZ KHPRJORELQ
 JPGO UDQJH   OHXFRF\WRVLV  FHOOV
mm3  UDQJH   GHUDQJHG UHQDO IXQFWLRQ WHVW
DQG VHUXP ELRFKHPLVWU\  XUHD  PJGO UDQJH 
FUHDWLQLQHPJGOUDQJH6RGLXPPHTO
UDQJH  3RWDVVLXP  PHTO UDQJH 
DQG K\SRDOEXPLQHPLD  JPGO UDQJH   &KHVW
[UD\ VKRZHG PHGLDVWLQDO HQODUJHPHQW ZLWK DQ DLUÀXLG
OHYHO%DULXPVZDOORZUHYHDOHGDVPRRWKQDUURZLQJLQWKH
distal esophagus with gross proximal dilatation. Similarly,
endoscopy revealed dilated esophagus containing food
residue with multiple ulcers. The mucosa of the distal
esophagus and cardia of the stomach were normal. However,
in view of short duration history and severe malnutrition
with underlying anemia, malignancy (pseudoachalasia)
FRXOGQRWEHUXOHGRXWDQGZHUHTXHVWHGFRQWUDVWFRPSXWHG
tomography (CT) of the chest and abdomen, which showed
a hugely dilated and tortuous esophagus (11 cm) containing
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food residue, compressing the trachea, and excluding
underlying malignancy (occult adenocarcinoma of cardia
or metastatic lymph nodes at gastroesophageal junction)
)LJXUH %DVHGRQWKLVWKHGLDJQRVLVRIDFKDODVLDFDUGLD
ZLWKVLJPRLGHVRSKDJXVZLWKDQ(FNDUGWVFRUHRIZDV
made and planned for surgical intervention.

$OLTXLGGLHWZDVDOORZHGDWSRVWRSHUDWLYHGD\DQGZDV
gradually changed to a regular diet at postoperative day
VHYHQ 7KH SRVWRSHUDWLYH (FNDUGW VFRUH GURSSHG WR 
suggesting an improvement. At two years of follow up,
the patient has gained weight (12 kg) and enjoying normal
VZDOORZLQJ RI DOO NLQGV RI IRRG ZLWK D JRRG TXDOLW\ RI
life. His follow-up chest x-ray shows residual esophagus
GLODWDWLRQZLWKRXWDQ\G\VSKDJLDUHJXUJLWDWLRQ )LJXUH 

Figure 1. Contrast CT chest showing hugely dilated
esophagus (11cm size), containing food residue (arrow)
coursing from the right (a) to the left side (b) of the chest.
7KHSDWLHQWZDVLQLWLDOO\UHVXVFLWDWHGZLWKLQWUDYHQRXVÀXLGV
and an empirical intravenous antibiotic. A nasogastric tube
was inserted for decompression and lavage of the esophagus.
He received three units of packed red blood cells. Central
venous catheter was placed and parenteral nutrition was started
and continued for the next 10 days which led to an overall
LPSURYHPHQWLQKLVJHQHUDOFRQGLWLRQ,QVSLWHRIQXWULWLRQDO
VXSSOHPHQWDWLRQ DQG VWDELOL]DWLRQ WKH SDWLHQW ZDV QRW ¿W
enough to tolerate general anesthesia, hence in collaboration
with anesthetics, we opted for open Heller’s cardiomyotomy
with Dor’s fundoplication under thoracic epidural anesthesia.
7KH HSLGXUDO EORFN ZDV DFKLHYHG E\  PO DOLTXRWV RI 
ropivacaine (total dose 10 ml) at T10/11 interspinous space.
2SHUDWLYH ¿QGLQJV VKRZHG D GLODWHG HVRSKDJHDO VHJPHQW
(11cm) with a 2 cm long thickening in the distal esophagus.
1RJURZWKRUIRUHLJQERG\FRXOGEHLGHQWL¿HG7KHRSHUDWLYH
SURFHGXUH ZDV XQHYHQWIXO ZLWK DQ RSHUDWLQJ WLPH RI 
PLQXWHVDQGWKHOHQJWKRIP\RWRP\ZDVFP )LJXUH 

Figure 3. Follow-up chest radiograph, immediate (a) and
at three months (b) visit showing residual esophageal
dilatation (arrow).

Discussion
The most common presentation of achalasia cardia is
G\VSKDJLDWRERWKVROLGVDQGOLTXLGVIROORZHGE\KHDUWEXUQ
regurgitation and chest pain.1 As the esophagus gets
progressively dilated and turns to end-stage disease,
nocturnal cough, regurgitation/aspiration and weight loss
predominates.57KH\PD\IUHTXHQWO\SUHVHQWZLWKUHFXUUHQW
pneumonia and even (rarely) with tracheal compression
FDXVLQJ UHVSLUDWRU\ GLVWUHVV GXH WR WKH FRPSUHVVLYHH൵HFW
of megaesophagus, which was however not seen in the
present case.6 Due to the retention of esophagitis and
esophageal ulcers, they may bleed causing anemia. Severe
malnutrition, weight loss, and anemia are unlikely without
an underlying malignancy, as most of the patients are
well-preserved in spite of dysphagia due to stereotyped
movements they adapt with meals.7 2XU FDVH ZDV UDUH
DQG XQLTXH LQ WKH VHQVH WKDW LW SUHVHQWHG ZLWK D UDUH
FRPELQDWLRQ RI VHYHUH PDOQXWULWLRQ DQHPLD UHTXLULQJ D
blood transfusion, asymptomatic tracheal compression,
hypoalbuminemia and feature of sepsis due to probable
microaspiration of retained esophageal food.
The treatment of patients with achalasia cardia and
megaesophagus/sigmoid esophagus remains controversial.
Traditionally, the management of this so-called “endVWDJHDFKDODVLD´KDVEHHQHVRSKDJHFWRP\7KLVZDVEDVHG
on the perception that the esophageal body peristalsis

Figure 2. Intraoperative photograph showing bulging
mucosa (arrow) of the esophagus following adequate
myotomy.
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ZRXOG QRW EH DEOH WR HPSW\ H൵HFWLYHO\ HYHQ DIWHU DQ  6FKORWWPDQQ ) +HUEHOOD ) $OODL[ 0( 3DWWL 0*
DGHTXDWHP\RWRP\0RUHRYHUWKHUHLVXVXDOO\VLJQL¿FDQW
0RGHUQ PDQDJHPHQW RI HVRSKDJHDO DFKDODVLD )URP
SHULHVRSKDJHDO LQÀDPPDWLRQ HVRSKDJLWLV DQG XOFHUDWLRQ
pathophysiology to treatment. Curr Probl Surg.
due to the longstanding retention of food making myotomy
  ±
DGL൶FXOWSURFHGXUH8,9
 6ZHHW 03 1LSRPQLFN , *DVSHU :- %DJDWHORV .
Nowadays, this notion has been challenged, and recent
2VWUR൵ -: )LVLFKHOOD 30 :D\ /: 3DWWL 0* 7KH
studies have demonstrated symptoms improvement in
outcome of laparoscopic Heller myotomy for achalasia
PRUH WKDQ  RI SDWLHQWV WUHDWHG ZLWK ODSDURVFRSLF
LVQRWLQÀXHQFHGE\WKHGHJUHHRIHVRSKDJHDOGLODWDWLRQ
+HOOHU¶VP\RWRP\ /+0 ZLWKDQHQGRWUDFKHDOLQWXEDWLRQ8
-*DVWURLQWHVW6XUJ-DQ  
(VRSKDJHFWRP\ VKRXOG EH UHVHUYHG DV D ODVW UHVRUW LQ
SDWLHQWVLQZKRPDOORWKHUPRGDOLWLHVKDYHIDLOHGRUUHTXLUH
resection because of concomitant esophageal malignancy.3,9
,QDSDWLHQWXQ¿WIRUJHQHUDODQHVWKHVLD SRRUSHUIRUPDQFH
status), with a tracheal compression due to the sigmoid
esophagus as seen in our case, an open Heller’s myotomy
under thoracic epidural anesthesia is also an alternative.
&RQÀLFWVRILQWHUHVW
7KHDXWKRUVRIWKLVFDVHUHSRUWKDYHQR¿QDQFLDORUHWKLFDO
FRQÀLFWVWRGLVFORVH
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