Case Report

Isolated agenesis of the gallbladder
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ABSTRACT

Wereport arare case of agenesis of the gallbladder, which was misdiagnosed as cholecystitis. Thisisthe first reported case from
the Middle East. Despite advances in biliary imaging, the diagnosis is usually made at surgery. Like most patients, our patient
became asymptomatic after the surgery. Extensive dissection to exclude the presence of gallbladder in an ectopic site is

discouraged.
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Agenesis of the galbladder is a rare but
well-recognized condition. Lemery first described it
in 1701! and since then, more than 400 cases have been
reported in the English literature. The reported incidence
is around 0.01-0.06%.: Despite advances in biliary
imaging, agenesis of the gallbladder is usualy
discovered at surgery for cholecystectomy. Non
visualization of the gallbladder on ultrasonography in a
symptomatic patient is presumed to be due to chronic
cholecystitis (shrunken gallbladder).2 Agenesis of the
galbladder is sometimes associated with other
congenital malformations. The presence of the
gallbladder in ectopic sites must be checked before the
diagnosis is to be considered. For unexplained reasons,
most of the patients become asymptomatic after the
surgery.?

Case Report. A 32-year-old male presented with a
2-year history of episodic colicky right upper abdominal
pain, which radiated to the interscapular region and was
aggravated by fatty food. There was no history of
jaundice or fever. Ultrasound scan at periphera hospital
showed gallstones and he was referred for laparoscopic
cholecystectomy. Physical examination was
unremarkable. Leukocyte count and liver function tests
were within normal limits. A second ultrasound study
did not identify the gallbladder. Cholescintigraphy

(99mTc-HIDA) aso did not show filling of the
gallbladder (Figure 1) and the tracer was found in the
bowels after one hour. A presumptive diagnosis of
nonfunctioning gallbladder caused by cholecystitis was
made. The patient was posted for laparoscopic
cholecystectomy. At laparoscopy on e€levating the
undersurface of liver, the gallbladder was not seen.
There was no other anomaly. The falciform ligament,
duodenal area and the left lobe of the liver were all
normal. It was concluded that the patient has agenesis of
the gallbladder and the procedure was terminated. Our
patient did not have any family history to suggest
gallbladder agenesis. He refused upper gastrointestinal
endoscopy to rule out acid peptic disease. He was
asymptomatic on 24 months follow-up.

Discussion. The gallbladder develops during the
fourth week of intrauterine life from the caudal part of
the hepatic diverticulun? and failure of the cystic bud to
develop results in isolated gallbladder agenesis.2 Most
cases are found in infants with other major congenital
anomalies* The fetal anomalies associated are diverse
and include choledocha cyst,> esophageal and
rectovaginal fistulas, imperforate anus, polycystic
kidneys, renal agenesis and duplication of the ureters;!
tetralogy of Fallot, common atrium with agenesis of the
left lung, atrial septal defect, patent foramen ovale,
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Figure 1 - Cholescintigraphy images at 5, 20, 40, and 60 minutes. The
gallbladder was not seen in all images and amost all the tracer is
in the bowel.

hypoplastic left heart syndrome and cleft lip and palate.
Ectopic locations for the galbladder include
intrahepatic, between the leaves of the lesser omentum,
in the retroperitoneum and retrohepatic region, within
the falciform ligament, or in the retroduodenal and
retropancreatic area! Bennion et a® suggested that
agenesis of the galbladder be categorized as a)
associated with multiple fetal anomalies (children who
invariably die in the perinatal period) b) asymptomatic
(agenesis noted incidentally at autopsy or laparotomy for
unrelated conditions) or ¢) symptomatic. They reported
symptoms in 208 patients with agenesis of the
galbladder. Ninety percent had right upper quadrant
pain, 66% nausea, 37% fatty food intolerance, and 36%
jaundice.* The cause of right upper quadrant abdominal
pain in these patients is a matter of discussion. They
have hypothesized that biliary dyskinesia was the cause
of the pain. Biliary dyskinesia may be due to a greater
retrograde  ampullary ~ sphincteric  musculature
contraction compared with normal subjects, promoting
dilatation of the common bile duct and stasist and calculi
formation. Choledocholithiasis is reported to occur in
18-50% of patients with agenesis of gallbladder! Dixon
and Lichtmarf stated that the post-cholecystectomy
syndrome is physiologicaly comparable with the
symptomatology of the patient with agenesis of the
gallbladder. Presumably, causes of pain shared by the 2
conditions  include  choledochalithiasis, biliary
dyskinesia, or non biliary condition.

Preoperative diagnosis of gallbladder agenesis is not
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conclusive and maybe difficult.x27 Ultrasonography is
the usual starting point in diagnosing biliary tract
disease. Ultrasound of a patient with fever and right
hypochondriac pain, in which the galbladder is not
visualized, might fairly indicate the presence of acute
cholecystitis.t Shrunken gallbladder as an expression of
chronic cholecydtitis is probably the cause of
preoperative ultrasound inaccuracy. It has been
suggested that either a loop of gas containing bowel
located in the gallbladder fossa or periportal tissue and
subhepatic  peritoneal folds mimic a shrunken
galbladder  containing  galstones?  Ancillary
investigations such as scintigraphy would not outline the
gallbladder, and raise the suspicion of cholecystitis.

For unknown reasons most symptomatic patients
reported in the literature become symptom free after the
operation3 Those who remain symptomatic can be
effectively managed with conservative treatment with
smooth muscle relaxants. Sphincteroplasty may be
reserved for nonresponders. The pros and cons of
extensive dissection to exclude the presence of a
galbladder in an ectopic position have been discussed.
In our patient we were able to confidently avoid such
dissection on the strength of the evidence in
ultrasonography and biliary scintigraphy. Computerized
tomography of the abdomen and magnetic resonance
cholangiography were not carried out as our patient
refused any further investigations.
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