
INTRODUCTION

Congenital absence of the gallbladder is rare among
biliary abnormalities. Since this abnormality was
first described in 1701 (1), several cases have been
reported (2-13), most of which were unexpectedly
found at laparotomy for cholecystolithiasis, cholecystitis
or during autopsy. A preoperative diagnosis has been
considered very difficult. Frey et al . (14) proposed
that congenital absence of the gallbladder can be only
diagnosed by laparotomy. However, this would be
excess surgery because this disease since the ab-
normality is benign. We encountered a patient with
congenital absence of the gallbladder. Here, we
suggest a possible preoperative diagnosis of the
abnormality, and review the literature.

CASE REPORT

The patient was 38-year-old male. In April 1996,
abnormalities in the gallbladder were observed by
abdominal ultrasonography during a clinical examin-
ation. The patient was at that time, periodically ob-
served by abdominal ultrasonography, and was re-
ferred to our hospital for close examination in May,
1998. The patient had undergone polypectomy of

the colon, but had had no infectious diseases in the
biliary duct. When the patient visited our hospital,
no physical or biochemical abnormalities were ob-
served. A luminal organ corresponding to the gall-
bladder was not detected by abdominal ultrasonography
in the gallbladder fossa, while high echo areas alone
were observed. However, no strong sound shadow,
which appears when the gallbladder is filledwith stones,
was noted (Fig. 1). As with abdominal ultrasonography,
abdominal contrast CT did not reveal a luminal or-
gan corresponding to the gallbladder in the gall-
bladder fossa (Fig. 2). The gallbladder was not found
in the abdominal wall or cavity. Excretion of bile to
the intestine was observed by 99mTc-N-pyridoxyl-5-
methyl-tryptophan (PMT) scintigraphy over a 60
minutes course after intravenous injection, showing
good excretion of bile, but the gallbladder was not
visualized (Fig. 3). Although the bile duct was
clearly demonstrated by ERCP up to its periphery,
neither the cystic duct nor gallbladder was shown
(Fig. 4). In the compressed images, abnormalities
showing stones in the common bile duct were not
observed. These findings, together with the absence
of the gallbladder in the gallbladder fossa suggested
that ectopic gallbladder was unlikely and we diag-
nosed the disease as congenital absence of the gall-
bladder. For about 2 years after this diagnosis, the
patient has had no subjective symptoms.

DISCUSSION

Congenital absence of the gallbladder is rare
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among biliary abnormalities. This abnormality was
first described in 1701 (1), and several studies were
recently reported (2 -13). However, clinical detection
of this abnormality is incidental (10), and many
asymptomatic patients may exist. During embryonic
development, the gallbladder normally arises as a
bud from the hepatic diverticulum, a derivative of
the primitive foregut. Failure of further development
may result in complete absence of the gallbladder
and cystic duct (5). The ultimate cause of such fail-
ure remains speculative.

It was reported that this abnormality is often as-
sociated with complications of congenital abnor-
malities in the cardiovascular system, hepatobiliary
tree, and the genitourinary and gastrointestinal sys-
tem (13, 15). It was also reported that there were

Fig.1. Abdominal ultrasonography shows no luminal organ cor-
responding to the gallbladder in the gallbladder fossa, while
high echo areas alone are observed (arrow).

Fig.2. Abdominal contrast CT does not reveal a luminal organ
corresponding to the gallbladder in the gallbladder fossa.

Fig.3. PMT scintigraphy for 60 minutes after intravenos injection shows good excretion of bile, but the gallbladder is not visualized.
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many patients with this abnormality in the same
family, suggesting that genetic factors are involved
in the abnormality (4). In the present patient, there
was no family history of congenital absence of the
gallbladder. Bennion et al. (16) reported that patients
with this abnormality have subjective symptoms such
as right upper quadrant pain (90%), nausea (66%),
fatty food intolerance (37%), and jaundice (36%).
Dyskinesia and common duct stones are considered
to cause these symptoms, but the precise mecha-
nisms remain to be clarified. Since this abnormal-
ity is often accompanied by these symptoms, and be-
cause abdominal ultrasonography and cholangiography
show findings similar to cholecystitis, patients with
this abnormality are often diagnosed as having
cholecystitis and undergo laparotomy (9 -11). In
patients with this abnormality, periportal tissues
and subhepatic peritoneal folds are sometimes re-
vealed by ultrasonography as a thick, contracted,
shrunken or scarred gallbladder, and the absence of
the gallbladder by cholangiography suggests that a
non-functioning gallbladder exists (12, 13). In the
present patient, high echo areas were observed by
ultrasonography in the gallbladder fossa, but chronic
cholecystitis could not be ruled out solely by this
observation, as has been reported (9).

Congenital absence of the gallbladder, which is
usually benign, is unlikely to transform into malig-
nant disease (11). It was reported that manual detailed

examination during laparotomy and intraoperative
cholangiography are required for the diagnosis of this
abnormality (16). However, these procedures are
inadequate for the diagnosis of ectopic gallbladder.
The preoperative diagnosis of congenital absence of
the gallbladder is considered difficult, and many re-
cent studies on its diagnostic problems have indi-
cated the need for adequate diagnostic methods
(5, 6, 11, 13). O’Sullivan et al . (6) suggested that
diagnosis of congenital absence of the gallbladder is
possible using a combination of imaging techniques
including ERCP. Patients showing no past symptoms
in whom the gallbladder is not observed even by ERCP,
which can visualize the intrahepatic bile duct, should
be periodically observed due to the possibility of
congenital absence of the gallbladder. However, sev-
eral problems remain for patients with symptoms.
Symptomatic patients with congenital absence of the gall-
bladder are often diagnosed as having cholecystitis and
are subjected to treatments required for cholecystectomy.
Therefore,minimally invasive therapy such as laparoscopic
cholecystectomy should be chosen as the first treat-
ment method.

In some cases, patients showed improvement after
laparotomy or responses to conservative therapy de-
spite the absence of the gallbladder (15). It was also
reported that symptomswere improved by sphincterotomy
in patients who did not respond to conservative thera-
py (17). Due to the variety of responses of patients
with symptoms, no standard treatment method
has been developed, and establishing a standard-
ized system for diagnosis may be difficult. Further
studies are required to establishment of diagnostic
procedures.

In conclusion, we should be more conscious of the
possibility of congenital absence of the gallbladder
when the gallbladder is not observed by various
imaging techniques, and establish an accurate di-
agnostic criteria for this disease.
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