Case Report

A rare case of duodenal cancer with achalasia cardia
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Abstract
'XRGHQDODGHQRFDUFLQRPDFRQVWLWXWHVRIJDVWURLQWHVWLQDOPDOLJQDQFLHV$FKDODVLDLQFLGHQFHUDWHLV
0.5-1.2 per 100000. The combination is rare.
7KLVLVDUHSRUWRID\HDUROGPDOHIURP1HSDOZLWKKLVWRU\RI¿YH\HDUVDEGRPLQDOSDLQG\VSKDVLDDQG
ZHLJKW ORVV 'XRGHQRVFRS\ FRXOG FRQ¿UP XOFHURSUROLIHUDWLYH JURZWK DW '' %DULXP PHDO GHSLFWHG
features of achalasia cardia.
No similar case report suggests that occurrence of duodenal carcinoma and achalasia cardia is merely coincidental.
Keywords: $FKDODVLDFDUGLD'XRGHQDOFDQFHU+HOOHU¶VFDUGLRP\RWRP\:KLSSOH¶VRSHUDWLRQ
At presentation his body mass index was 22.76 kg/m2,
Duodenal adenocarcinoma is a rare malignancy that $OEXPLQJPO1XWULWLRQDOULVNLQGH[ZDV(&2*
FRQVWLWXWHV  RI JDVWURLQWHVWLQDO PDOLJQDQFLHV EXW 1, Karnofsky Performance Score 90. Systemic examination
 RI DOO VPDOO ERZHO DGHQRFDUFLQRPDV1 Despite revealed no abnormalities.
DGYDQFHPHQWVLQWHFKQLTXHVRIGLDJQRVLVDQGUHVHFWLRQDQG
/DERUDWRU\ LQYHVWLJDWLRQV UHYHDOHG +E RI JPGO DQG
decreased perioperative mortality and morbidity, 5-year
D QRUPDO /)7 *DVWURGXRGHQRVFRS\ VKRZHG HU\WKHPD
VXUYLYDOLVRQO\±1-3
of the stomach antrum, a 2cm X 2cm duodenal ulceroAchalasia is a neurodegenerative motility disorder of the SUROLIHUDWLYHJURZWKDWWKHMXQFWLRQRIWKH¿UVWDQGVHFRQG
esophagus resulting in deranged esophageal peristalsis and part of duodenum with suspicious thickening of the
loss of lower esophageal sphincter function. Historically, duodenal anterior superior wall and complete luminal and
annual achalasia incidence rates were believed to be low, PXFRVDO LUUHJXODULW\ )LJXUH  'XRGHQDO OHVLRQ ELRSV\
approximately 0.5-1.2 per 100000. More recent reports revealed a high-grade intraepithelial neoplasm with
suggest that annual incidence rates have risen to 1.6 per DVVRFLDWHGGXRGHQLWLV+LV&($YDOXHZDVHOHYDWHGWR
100000 in some populations. The combination of these  8PO +LVWRSDWKRORJ\ H[DPLQDWLRQ ZDV QHJDWLYH IRU
two clinical cases is even rarer. Written informed consent malignancy.
was obtained from the patient for publication of this case
report and any accompanying images.

Introduction

Case report
This is a report of a 68-year-old male from Nepal, who
was admitted to the surgical gastroenterology unit with
¿YH \HDUV KLVWRU\ RI XSSHU DEGRPLQDO SDLQ LQGLJHVWLRQ
dysphasia and weight loss of greater than 6 kgs within two
months. The patient used to be a smoker and an alcoholic
but stopped as his symptoms progressed. Despite 10
Figure 1. Duodenoscopy revealing growth at D1-D2
months of proton pump inhibitor treatment, his complaints
junction
were still present. There were no comorbidities.
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A staging contrast-enhanced computerized tomogram
&(&7  VFDQ RI WKH DEGRPHQ DQG SHOYLV VKRZHG D
KHWHURJHQHRXVO\ HQKDQFLQJ PDVV LQ WKH ¿UVW SDUW RI WKH
duodenum with suspicious loss of interface within the
head of the pancreas and encasement of the gastroduodenal
DUWHU\ VXJJHVWLYH RI PDOLJQDQF\ )LJXUH  0XOWLSOH
lymph nodes in the hepatoduodenal ligament were found.
Additionally, a dilated esophagus with gradual distal
WDSHULQJVXJJHVWLYHRIDFKDODVLDZDVD൶UPHG$QDX[LOLDU\
¿QGLQJZDVDVLPSOHKHSDWLFF\VW

+LV ¿QDO GLDJQRVLV ZDV SULPDU\ GXRGHQDO FDUFLQRPD
associated with an achalasia cardia. The patient underwent
pancreaticoduodenectomy and Heller’s cardio myotomy
ZLWKVXEVHTXHQW'RU¶VIXQGRSOLFDWLRQ
The total operation duration was approximately six hours,
the patient’s blood loss was around 300 ml. Peroperative
¿QGLQJVZHUHWKHFRQVWULFWLRQRIWKHORZHUHVRSKDJXVDQG
the gastroesophageal junction with a proximal dilated
esophagus, ulceroproliferative growth measuring around
3 cm x 3 cm with abutment of the gastroduodenal artery
DQGWKHFRPPRQKHSDWLFDUWHU\ZDV IRXQG LQ¿UVW SDUWRI
GXRGHQXP )LJXUH  $GGLWLRQDOO\ WKHUH ZHUH PXOWLSOH
lymph nodes in the hepatoduodenal ligament within
a low laying bifurcation of the proper hepatic artery.
The main pancreatic duct was 1-2 mm, the pancreas
DSSHDUHG EXON\ DQG ¿UP 7KH FRPPRQ KHSDWLF GXFW KDG
a diameter of approximately 3mm. Two drains were kept,
one in the pancreaticojejunostomy site and one in the
hepaticojejunostomy site.

Figure 2. CECT abdomen: Suspicious thickening of
Duodenum
%DULXP *, ;UD\ GHSLFWHG D QDUURZLQJ RI WKH GLVWDO
esophagus with upstream dilatation of lower and middle Figure 4. Resected specimen showing duodenal growth
third esophagus with contrast hold up, these features were
He was kept nil per oral for 2 days with nasogastric
VXJJHVWLYHRIDFKDODVLDFDUGLD)LJXUH
decompression. Postoperatively, the patient received
ceftriaxone for 5 days and octreotide for 3 days. Pain
management was done with fentanyl infusion. Serum
amylase and drain amylase from both drains were hinting
DWDSDQFUHDWLF¿VWXODJUDGH$RQWKHrd postoperative day.
Apart from that, the postoperative history was uneventful.
The patient was discharged on the 5th postoperative day.
Histopathological examination of the resected specimen
UHYHDOHG PRGHUDWHO\ GL൵HUHQWLDWHG DGHQRFDUFLQRPD DW
ampulla with a maximum dimension of 2.5cm. The tumor
invaded the wall of the bile duct and duodenum up to
muscularis propria. The entire resected margins were
free of tumor. Perineural invasion was present while the
lymphovascular invasion was absent. All 19 lymph nodes
were free of tumor. The histopathological stage was
pT3aN0.

Figure 3 . Barium meal showing bird beak appearance
of esophagus
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2QDPRQWKIROORZXSWKHSDWLHQWVKRZHGLPSURYHPHQWLQ  +RZH-5.DUQHOO/+0HQFN+56FRWW&RQQHU&7KH
American College of Surgeons Commission on Cancer
his symptoms such as regurgitation, abdominal pain, and
and the American Cancer Society. Adenocarcinoma of
indigestion and was advised for adjuvant chemotherapy.
the small bowel: review of the National Cancer Data
Discussion
%DVH  &DQFHU  'HF   
706.
$GHQRFDUFLQRPD RI WKH GXRGHQXP FRQVWLWXWHV 
of all primary malignant tumors of the organ, which  6RKQ 7$ /LOOHPRH .' &DPHURQ -/ 3LWW +$
DFFRXQWV IRU DSSUR[LPDWHO\  RI DOO VPDOO ERZHO
Kaufman HS, Hruban RH, et al. Adenocarcinoma of
adenocarcinomas.5,67KHGLVHDVHPRVWO\D൵HFWVWKHVHFRQG
WKHGXRGHQXPIDFWRUVLQÀXHQFLQJORQJWHUPVXUYLYDO
part of the duodenum.7 The association of achalasia
-*DVWURLQWHVW6XUJ-DQ)HE  
cardia with duodenal malignancy is very rare. The patient
 2 1HLOO20-RKQVWRQ%7&ROHPDQ+*$FKDODVLD
presented with combined features of achalasia cardia and
a review of clinical diagnosis, epidemiology, treatment
duodenal malignancy.
and outcomes. World J Gastroenterol. 2013 Sep
The duodenum is easily accessible by endoscopy, which
  
implies the hypothesis that duodenal tumors should be
 &XQQLQJKDP -' $OHDOL 5 $OHDOL 0 %URZHU 67
diagnosed at an early stage. However, early symptoms
Aufses AH. Malignant small bowel neoplasms:
are usually treated as ulcer disease, subjected to treatment
histopathologic determinants of recurrence and
without proper diagnostics, which often delays diagnosis
VXUYLYDO$QQ6XUJ0DU  
and in most cases prevents radical management. The
SUHUHTXLVLWHLVWRPDLQWDLQRQFRORJLFDOYLJLODQFHDQGGLUHFW  /LOOHPRH.,PEHPER$/0DOLJQDQWQHRSODVPVRIWKH
GXRGHQXP6XUJ*\QHFRO2EVWHW-XQ  
patients for an endoscopy every time symptoms persist for
6.
a long period of time. Upper gastrointestinal endoscopy
with histopathological sampling is the diagnostic method  )DJQLH] 3/ 5RWPDQ 1 0DOLJQDQW WXPRUV RI WKH
of choice.
GXRGHQXP,Q+RO]KHLPHU5*0DQQLFN-$HGLWRUV

6XUJLFDO 7UHDWPHQW (YLGHQFH%DVHG DQG 3UREOHP
Similarly, a barium study can easily diagnose achalasia
2ULHQWHG 0XQLFK =XFNVFKZHUGW  $YDLODEOH
FDUGLD $ VWDJLQJ &(&7 VFDQ LV UHTXLUHG IRU DVVHVVLQJ
IURPKWWSVZZZQFELQOPQLKJRYERRNV1%.
resectability. Added Heller's cardiomyotomy and Dor’s
fundoplication with pancreaticoduodenectomy can take  %LWLN % .DOSDNFL<$OWDQ ( 'RJDQ ($OWXQGDJ .
care of both conditions.
Successful treatment of primary duodenal carcinoma
with bilateral adrenal metastases with docetaxelDue to the rare location of the primary tumor, there is a
FLVSODWLQÀXRURXUDFLO UHJLPHQ $QQ 2QFRO 
ODFNRI¿YH\HDUVXUYLYDOUHVXOWVDIWHUUDGLFDOSURFHGXUHV
)HE  
/LWHUDWXUH GDWD UHVXOWV VXJJHVW D UDQJH EHWZHHQ  DQG
7KHQXPEHURIUHSRUWVRQWKHH൶FDF\RISRVWRSHUDWLYH
chemotherapy is negligible. Some studies showed the
potential chemosensitivity of cancer cells to multiple
GUXJ VFKHPHV ZLWK  ÀXRURXUDFLO OHDGLQJ WR SUHVXPHG
prolonged survival.8

Conclusion
Duodenal cancer with achalasia cardia is a rare combination
RIUDUHGLVHDVHV%RWKGLVHDVHVFDQEHPDQDJHGLQDVLQJOH
sitting.
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