Caroli’s disease presenting as Acute Cholangitis: A Case Report



Abstract 
	
 Caroli disease is a congenital disorder characterized by multifocal, segmental dilatation or ectasia of large intrahepatic bile ducts. The disease develops due to a remodeling defect, but its molecular pathogenesis is not fully understood. The absence of specific symptoms and signs in Caroli's disease complicates the diagnosis. 
 It is important to highlight this case and as many can be misdiagnosed by the gastro-enterologist and the surgeons.

 Through the column of this article, we describe a 37 years old female to whom the clinical presentation, biological and the radiological findings were that of a Caroli’s disease misdiagnosed since 2012.
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Introduction

 Caroli disease is a rare, congenital condition characterized by segmental dilation of large, intrahepatic bile ducts. [1] Caroli disease belongs to a group of congenital disorders known as fibropolycystic liver diseases, which originate from ductal plate malformations during embryological development and are associated with various liver cysts.[2][3]
 The absence of specific symptoms and signs in Caroli's disease complicates the diagnosis. The magnetic resonance cholangiography is the most sensitive method in diagnosis. Prognosis depends on the degree of liver fibrosis and liver dysfunction and whether or not renal dysfunction is present. 
The manuscript helps the practitioners to think beyond the common etiologies of acute cholangitis and to think of Caroli’s disease as a differential for Acute cholangitis which is rare. It also enforces that proper history taking guides us to investigate patients in a better way, so that nothing is missed. One should not shy away till a proper diagnosis is reached.

Below we present a case of a 37 years old patient presented with Caroli disease.







Case Presentation: 

 We report a history that goes back to 11/09/23 of a 37 years old woman, with medical history of surgery for hydatid cyst in 2012, 2015 and 2018, hospitalized twice for acute cholangitis.

 For over a year the symptomatology started by the appearance of right hypochondrium pain without any other symptom, followed by the appearance of jaundice and nausea without vomiting of ​​progressive aggravation, which motivated a consultation in our structure.
 Examination on admission shows a conscious patient, her blood pressure was at 110/80 mmHg and her heart rate was at HR 101 pulses per minute. Her respiratory rate at 24c /min and arterial oxygen saturation at 93% at room air with 38,7° C fever.

 The abdominal exam showed the surgical scar and an important right hypochondrium sensibility without any other sign.
 Abdominal CT (computed tomography) scan showed dysmorphic liver with multiple rounded lesions occupying all of hepatic segments, the largest measures 21mm *17 mm may be related to micro abscesses.
Dilation of intrahepatic bile ducts without detectable obstacles 
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      Figure 1: CT (computed tomography) scan showing multiple liver abscesses.

RMI (magnetic resonance imaging) that finds out one of its good indications showed multiple cystic formations of 6, 7 and 8 liver segments in hyposignal T2 wheighting and hypersignal T1 wheighting enhaced after gadolinium injection communicating with biliary tract that can be related to Caroli’s disease.
Dilation of the intra hepatic bile ducts.
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       Figure 2: MRI (magnetic resonance imaging) compatible with Caroli’s disease with multiple liver abscesses.

Biological work up revealed: 
ASAT: 20 IU / l and ALAT: 24 IU / l GGT=81 PAL=542 
BT= 20 mg/L   BC= 10mg/L   BL= 10 mg/L GGT= 81UI/L   PAL=542 UI/L
 white blood cell number of 11,500 cells / mm 3 (Neutrophils 9580, lymphocytes 1100), anemia (hemoglobin 7.2 g /dl), thrombocytes at 400,000 cells /mm3.  Prothrombin time and partial thromboplastin time were normal (TP at 70% and TCA at 26s for a witness of 23s), CRP: 87 mg/L, albumin 42.
Hydatid blood test: negative

Therapeutic management included oxygen therapy, medical pain treatment.
Antibioc therapy based on third generation cephalosporin and metronidazole with good evolution.









Discussion:

 Caroli disease is a rare inherited affection, characterized by a localized or a diffuse cystic dilation of intra hepatic ducts due to a lack of involution of ductal plate [4]. Some genetic mutations about genes which regulate the formation of kidneys and bile ducts are responsible of embryonic malformations of ductal plate [5].

56% of patient with Caroli’s desease will be revealed by acute cholangitis as in our case it was revealed by acute cholangitis grade 1 of Tokyo classification [15].

Stasis of bile will favor infection syndromes which are the clinical manifestations of the disease. Like for our case, this typical clinical feature was described by different authors [6] [7].

 The diagnostic of this affection is based on radiologic exams. [7]
Cystic dilations are generally diffuse like it was the case in for our patient. [8]
the “Dot sign” show as a cystic intra hepatic picture with a vascular lesion at his center at the CT-Scan sign the diagnosis. [9]
However, the liver biopsy punction is the key exam to found a peri portal diffuse fibrosis, associated with a proliferation of bile ducts.

 According to the clinical presentation, the mainstay of therapy for patients with Caroli disease is supportive and individualized. Cholangitis resulting from biliary obstruction is treated with antibiotics covering gram-negative and anaerobic rod-shaped bacteria. Adequate biliary drainage may be achieved through biliary stent placement using ERCP [10] [11].

The prevalence of cholangiocarcinoma in Caroli disease has been reported as approximately 7%.[12][13] 
 Liver transplantation is currently the only definitive treatment for Caroli syndrome. Referral for liver transplantation is recommended for patients with Caroli disease or syndrome who are symptomatic with recurrent cholangitis and have either bilobar involvement or monolobar involvement with liver fibrosis or portal hypertension, especially when hepatectomy is not indicated. [14] 

 The prognosis of Caroli disease varies based on the extent of intrahepatic bile duct dilation and liver involvement. While the condition can often be managed conservatively, individuals with diffuse lobar involvement, recurrent cholangitis, and biliary cirrhosis are at increased risk of morbidity and mortality.

Conclusion:

 To conclude Caroli’s disease is an inherited disorder which may cause severe life-threatening cholangitis or which may lead to hepatobiliary degeneration.
Caroli disease can be misdiagnosed due to the lack of experience, for this reason despite its rare incidence Caroli’s disease should not be forgotten as differential diagnosis of liver cyst.
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