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Abstract

The agenesis of the gallbladder is a rare, unsung congenital anomaly, presenting itself in different clinical forms. The

ultrasound balance sheet often describes a lichen-atrophic vesicle, which can lead to unnecessary and potentially

dangerous surgery. We report the case of a 45-year-old patient with no history of Cholecystitis, with cholestasis jaundice

and whose ultrasound diagnosis of lichen-atrophic vesicle was questioned. Magnetic resonance imaging (Cholangio-MRI)

has led to the diagnosis of gallbladder agenesis. No hepatic or pancreatic abnormalities, the GB couldn’t be found in its

normal site, or in an ectopic place. Endoscopic retrogradeCholangio-Pancreatography with sphincterotomy was done to

extract the GB stones and to confirm the diagnosis GB agenesis. The evolution has been marked by the improvement of

jaundice and the stabilization of laboratory findings.
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Introduction

Gallbladder agenesis is an extremely rare congenital
anomaly. Their diagnosis is wusually carried out
intraoperatively. The ultrasound often describes a
gallbladder (GB) atrophy, which can lead to unnecessary
and potentially dangerous surgery. We report the case of
a 45-year-old patient with no history of Cholecystitis, with
cholestasis jaundice and whose ultrasound diagnosis of
gallbladder agenesis was questioned. Magnetic resonance
imaging resulted in the diagnosis of gallbladder agenesis,
which was confirmed by the Endoscopic Retrograde
Cholangio-Pancreatography (ERCP).

Objective

To present a clinical case of agenesis of the gallbladder
diagnosed by US examination following a cholestasis
jaundice.

Agenesis of the Gallbladder: About A Case

Clinical Cases

It is a 45-year-old, married, father of four children,
with no personal or a relevant family history, no history
of drug taking; it is a patient who has been addressed to
us by her doctor treat for taking care of her cholestasis,
without biliary colic or fever. The clinical examination of
the abdomen is normal, and the gallbladder is not
palpable. Biological (hematological and chemical)
examination showed objectively hepatic injury and
cholestasis with a bilirubin of 25mg/L without liver cell
failure. A serology has been requested (Viral hepatitis B,
Viral hepatitis C, Anti-mitochondrial antibodies type 2
(AM2), autoimmune profile) which is strictly normal. An
abdominal ultrasound was performed showing a strictly
normal liver, dilation of Biliary intrahepatic (IHBD) and
common bile duct (CBD) to 12mm without visible
obstacle, but GB was not seen (presence of gas). Magnetic
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resonant cholangiopancreatography showed a dilation of
[HBD and main bile duct to 12mm with 2 GB stones at the
lower bile duct, measuring 8, 7mm and 7, 5mm (Figure 1),
no hepatic or pancreatic abnormalities, the GB couldn’t be
found in its normal site , or in an ectopic place.
Endoscopic retrogradeCholangio-Pancreatography with
sphincterotomy was done to extract the GB stones and to
confirm the diagnosis GB agenesis (Figure 2). The
evolution has been marked by the improvement of
jaundice and the stabilization of laboratory findings.

Figure 1: Magnetic resonant cholangiopancreatograph
y showing the lithiasis of common bile duct and the
absence of the gallbladder.

Figure 2: Images endoscopic retrogradeCholangio-
Pancreatography showing the lithiasis of common bile
duct and the absence of gallbladder.

Discussion

The first case of gallbladder agenesis was described by
Bergman in 1701. The incidence of autopsy discovery in
adults ranges from 0.013 to 0.075% with an equal
proportion in men and women, but clinical cases are more
common in women [1-4].

The number of cases of gallbladder agenesis reported

up to 1988 is 393 cases per dumpster and since that date
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20 new cases have been added [4]. Of these, 1 case
considered among the group of multiple fetal anomalies,
and died, like the others, in the peri-natal period. Two
cases correspond to the asymptomatic group of autopsy
findings. The other 17 cases became part of the group at
clinical manifestations and were discovered during the
laparotomy or laparoscopy [5-8].

Embryo logically, the extra hepatic bile ducts develop
from the anterior intestine, at the level of the ventral
pancreas. The first physiological hypotheses suggested an
anomaly of vascularization of the vesicular trunk
explaining its absence [9]. More recently, it has been
showed that genetic transcription factors were needed for
the development of the gallbladder: Sox 17+, PDX 1+,
HNF6, HNF1b located respectively on chromosomes
8,13,15 and 17. In a murine model, their absence resulted
in agenesis of the GB and other bile tract anomalies.

In this context, Benner, et al. has established a
classification to distinguish 3 groups of GB agenesis: a)
Group of multiple fetal anomalies (12.9%): These patients
usually die in the perinatal period due to other
malformations, the absence of gallbladder is only
observed at the autopsy [9,10]. Cardiovascular
malformations are the most common, followed by those of
gastrointestinal and  genitourinary  systems. b)
Asymptomatic group (31.6%): This group of patients
without gallbladder is most often found at the “autopsy or
during” an intervention. None of these patients have any
biliary symptoms. c) Group with clinical manifestations,
symptomatic form (55.6%): This group corresponds to
the age range of 40 to 50 years, usually without other
congenital anomalies

Among the patients carrying this anomaly, 23%
developed symptoms [11-16]. Right hypochondrial pain
(90% of cases), nausea or vomiting (66%), intolerance to
a diet rich in fat (38%), dyspepsia (30%),
choledocholithiasis. Twenty-two percent of patients have
a major dilated CBD, but only 27% of them have CBD
stones (case of our patient). These symptoms may be
attributed to a biliary dyskinesia and assimilated to the
post-cholecystectomy syndrome [17]. An increase in the
pressure of the sphincter of Oddi would promote biliary
stasis and dilation of bile. Similarly, the latter could be
explained by the fact that the main bile duct is substituted
for the GB.

The diagnosis of GB agenesis is difficult to establish,

because rare and therefore little known. It is often
established when the surgical exploration indicated for
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atrophic GB. Currently, ultrasound is the reference exam
to explore the biliary pathways. Ultrasound performed in
a context of biliary colic often concluded with the
presence of atrophic GB. The air in the duodenum gives a
sub hepatic hyper dens image making this error in the
interpretation. Nevertheless, according to Hammond [13],
even in the case of atrophic GB, there is always a fine bile
shadow for identifying the GB. Moreover, this situation,
which is linked to the repetition of Cholecystitis episodes,
is unlikely in the child. In case of diagnostic doubt in a
child, MRCP allows accurate analysis of the entire bile
duct and confirms the agenesis [18-21]. A vesicle should
also be removed if in the ectopic position (to the left of the
ligament, intrahepatic, retro hepatic, Retroduodnal or
Retro pancreatic). In the absence of pre surgical diagnosis,
symptomatic patients are operated for cholecystectomy
and the diagnosis is restored. However, in the intra
operatively, the not well trained surgeon may seek a GB in
an ectopic position, to dissect the hepatic pedicle without
the usual anatomical clues, exposing to injury of the CBD
[22]. It is therefore important to mention this diagnosis in
case of doubt. In adults, if the diagnosis is made before
any surgery, an anti-spasmodic treatment can be
proposed to symptomatic patients.

Conclusion

The agenesis of the gallbladder is well known but it
produces a rare congenital anomaly. Sila Gall bladder is
not visualized in its normal site; this anomaly should be
strongly suspected. If during the c laparoscopy, the
examination of all ectopic locations is not feasible, the
conversion by a surgical laparotomy to identify the
eventual ectopic localizations require a wide surgical
dissection exhibiting to decay; and if that clinical
conditions do not threaten the life of the subject, it is
preferable for these reasons to suggest, a surgical
laparotomy, and other investigations like ERCP and
abdominal ct.
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