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1. Introduction

The involution of the ductal plate is the cause of many inherited diseases in-
cluding Caroli disease [1]. It’s a recessive autosomal affection characterized by a
localized or a diffused cystic dilation of intra-hepatic bile ducts [2]. Clinical ma-
nifestations of the disease are variable, different from the childhood to the
second or the third decade of life, generally diagnosed in adult people [3] [4] [5]
[6]. When she is associated with a congenital hepatic fibrosis, she is called Caroli
syndrome. In this case, clinical manifestations are those of congenital hepatic fi-

brosis including collateral venous circulation, esophageal varices and a spleno-
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megaly [3] [7]. However, there are some isolated cases [3] [7]. The prognosis
factors depend on its complications: cholangitis, cirrhosis and cholangiocarci-
noma [1] [4]. There are few cases of the Caroli disease reported in Africa [8]. We
present here the first case in western Africa about a nine-year-old girl with cirr-

hosis.

2. Case Report

A nine-year-old girl was hospitalized at medical pediatric unit of Cocody
Teaching Hospital of Abidjan (Ivory Cost) for an intermittent chronic fever
which had reached 6 months earlier. There was no right upper quadrant of the
abdomen pain, or digestive disorders. During physical examination, we observe
a poor general state with a weight of 26 kilograms, a temperature of 38 degrees,
an entire hepatomegaly, painless with a hard consistency, an irregular surface, a
narrow lower edge associated with a mid-abundance ascite fluid and lower limbs
edema. There were no collateral venous circulations, nor splenomegaly. Biologi-
cal exams showed anhyperleucocytosis at 13.000 per mm® with 9600 neutrophils,
a C-reactive protein of 48 mg/l an hemoglobin level of 14 g/dl, a Platelets count
of 260.000 per mm®, ASAT of 21 UI/l and ALAT of 6 UI/], total and conjugated
bilirubin respectively of 6 and 1 mg/l, Prothrombin rate of 60%. The Protido-
gram shows an hypo albuminemia of 13.66 g/l, a polygonal hyper gammapathy
of 24.29 g/l and a betagamma block. Viral markers of B, C and D hepatitis were
negatives. Autoimmune hepatitis markers were also negatives. The Alphafoeto-
protein value was of 2.89 ng/ml. There was no spontaneous ascite fluid infection.
The upper digestive tract endoscopies do not found any hypertension sign. The
abdominal ultrasonography revealed a hepatomegaly with many cystic dilations
disseminated inside the liver parenchyma. We haves awed a “dot sign” at the
CT-Scan. This aspect is in favor of a Caroli disease. After 1 month of an antibio-

tics treatment based on metronidazole, the child has been was lost of view.

3. Discussion

Caroli disease is a rare inherited affection, characterized by a localized or a dif-
fuse cystic dilation of intra hepatic ducts due to a lack of involution of ductal
plate [2]. Some genetic mutations about genes which regulate the formation of
kidneys and bile ducts are responsible of embryonic malformations of ductal
plate [9]. Many authors think that these mutations occur on the sixth chromo-
some. It’s the PKHD1 gene implicated in the synthesis of fibrocystin, a protein
involve in several abnormalities inside kidney and hepatic structure [10] [11]
[12]. Therefore, this stasis of bile will favor infection syndromes which are the
clinical manifestations of the disease. Like for our case, this typical clinical fea-
ture was described by different authors [4] [7]. At the end stage of the disease,
cirrhosis including an hepatomegaly, an ascite and lower limbs edema could be
associated like in the case of our patient [1] [13]. The diagnostic of this affection
is based on radiologic exams [5] [7]. It could be evocated during an abdominal

ultrasonography which shows cystic dilations inside the liver parenchyma. These
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Figure 1. Intra-hepatic picture center by a vascular structure called “dot sign” (arrow)
evocated Caroli disease.

cystic dilations are generally diffuse like it was the case in for our patient [6].
Sometimes, this cystic dilation concerns only one part of the liver, mostly the left
lobe [14]. The Resonance Magnetic Cholangiography is the best exam to show
the communication cysts and biliary ducts, but wasn’t realized for our patient
[4] [5] [15]. For several authors, the “Dot sign” show as a cystic intra hepatic
picture with a vascular lesion at his center at the CT-Scan (Figure 1) sign the
diagnosis [1] [15]. However, the liver biopsy punction is the key exam to found a
peri portal diffuse fibrosis, associated with a proliferation of bile ducts. The
treatment is based on the treatment of chalongitis with antibiotics. The liver re-
section is indicated for localized forms with cirrhosis or not. While, the hepatic
transplantation is indicated in diffuse forms [1] [6] [7] [15] [16] [17].

4. Conclusion

Caroli disease is a rare autosomic inherited affection which should be evocated
in all children with an intermittent infectious syndrome associated to a hepato-
megaly. The presence of a “dot sign” at the liver CT-Scan is in favor of this di-

agnosis.
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