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ABSTRACT

In this article , the authors introduce a case of Caroli’s Disease (CD) according to
the results ofultrasonography (U.S), abdominal computed tomography (CT scan) and
hepatic biopsy that has been manifested in the neonatal period. In the routine examina-
tion of the neonate, abdominal protrusion was noticed. Then milk intoterance, inability
ofmeconium passage and vomiting developed, during workup, a diagnosis of CD was
confirmed. Although CD is rare in the neonatal period, it should be considered in the
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differential diagnosis of abdominal protrusion.
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INTRODUCTION

Caroli’s disease is a rare congenital abnormality of
the intrahepatic bile ducts, characterized by multifocal
cystic or saccular nonobstructive dilatations of the in-
trahepatic bile ducts.'

This disease is considered to be an autosomal reces-
sive inherited condition, more than 200 cases of CD have
been reported in the literature.?

The clinical course can be asymptomatic for the first
15-20 years or symptoms can occur infrequently through-
out the patient’s life. Repeated episodes of bacterial
cholangitis and hepatolithiasis develop in 50% of pa-
tients due to bile stagnation. Secondary biliary cirrho-
sis usually follows years later.

A neonatal presentation of CD with severe cardiac
and progressive renal pathology has been described.’

Here we present a case of CD in a one day old girl
with abdominal protrusion as a chief presentation.

According to our available data, this is the first case
of CD in the neonatal period with such a presentation.
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CASE REPORT

On December 16, 2000 at one of Mashhad’s Hospi-
tals a female neonate was born by a 22 year-old mother,
in her first pregnancy by normal vaginal delivery.

The newborn’s weight was 3500 g head circumfer-
ence and length were 34 cm and 54cm respectively and
Apgar score of 8-8. The blood group of the mother was
B+ (neonate A+).

Just after birth her abdominaldistention could be seen.
Her mother had had no disease or medications during
pregnancy, and had not received any special prenatal
cares.

Amniotic fluidt volume wasnormal and appeared clear
but because the mother had premature rupture of amni-
otic membranes (20 hours before labor), she was hospi-
talized and antibiotic therapy begun for her. After labor,
obstetric management was done because of severe vagi-
nal hemorrhage.

Because of abdominal distention, poor feeding and
vomiting the neonate was transferred to NICU for care
and workup. In physical examination, the neonatal re-
flexes were normal and during the first 24 hours of life.
The urine output was normal, but had no meconium pas-
sage.

Auscultation of the heart and lungs was all right.
The abdomen was soft but distended and a large mass



Neonatal Caroli’s Disease

larger intrahepatic bile ducts.’

Caroli’s disease may be confined to one segment or
lobe but is usually diffuse.®

This problem also appears to be more common in Asia.

The usual main symptoms of CD are fever and ab-
dominal pain, with or without jaundice.

Cholangitis is the main presenting symptoms in 64%
of patients, portal hypertension in 22%, recurrent ab-
dominal pain in the right upper quadrant in 18% and
pyelitis, systemic hypertension and hematuria in 2%.’

Our patient is the first case of CD that manifestedin
the first birth day with abdominal protrusion.

Liver function results may be normal or show a
cholestatic picture. Age at diagnosis usually is 6 years
after symptoms have appear but is quite variable, with
one case diagnosed prenatally at 28 weeks gesta-
tion.”'*"" The mean age of onset of symptoms is around
20 years.

Theavailable imaging techniques for the diagnosis of CD
are ultarsonography, percutaneous transhepatic cholangiog-
raphy, radionuclide scintigraphy, computed tomography (CT),
endoscopic retrograde cholangiopancreatography (ERCP)
(The diagnosis was possible because of the availability of 7.5
mm pediatric duodenoscope which allows ERCP to be per-
formed safely even in very smallinfants)"? and magneticreso-
nance cholangiopancreatography (MRCP)."

The sonographic appearance in CD is intrahepatic
cystic anechoic areas in which fibrovascular bundles,
stones and linear bridging or septum may present, the
fibrovascular bundles are composed of portal vein &
hepatic arteries, which can be demonstrated by Doppler
blood flow.'#?

CT images show intrahepatic cystic dilatation of the
biliary tree, plus bulges in the wall of the saculus, septa
and fibrovascular bundles.

ERCP shows communication between the sacculi and
bile ducts. These findings can differentiate C.D. from
liver cysts. Complications from CD are bacterial cholan-
gitis (64%), hepatic abscess, hepatolithiasis (34%), gall-
bladder stones (21%) and portal hypertension (22%).
Dysplasia of the biliary epithelium in CD is considered
to be a premalignant lesion. It is reported that 7% of CD
cases may progress to cholangiocarcinoma.’

The major aim of medical treatment for CD is to re-
duce the morbidity and mortality of recurrent cholangi-
tis, hepatic abscess and biliary obstruction.

There are 3 situations that require special attention
in term of management, monolobular Caroli’s, diffuse
Caroli’s and antenatally diagnosed Caroli’s.

For monolobular, hepatic resection is the preferred
treatment because this gives complete and long lasting
resolution of symptoms.'*

The diffuse form has several treatment options: cho-
langitis is treated with antibiotics and drainage. ERCP
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with sphincterotomy, stone extraction and then stenting,
external and internal biliary drainage operation h ave been
used to remove the biliary obstruction. In some instances,
ursodeoxycholic acid has been used to dissolve intra-
hepatic stones

When complications such as biliary cirrhosis, severe
portal hypertension or cholangiocarcinoma arise, liver
transplant then is the only option.'”

In summary by revisiting the related articles, one can
see that CD is very rare in the neonatal period.

In April 1997 a neonatal presentation of C.D. with severe
cardiac and progressive renal pathology is described.?

In October 1998 another group researchers reported
three neonates with anuria, hepatomegaly and Jaundice."

Also in Sep. 2000 Ioama et al. reported an infant who
had a multiloculated cystic lesion located in segment [V
of the liver consistent with CD, diagnosed by routine
prenatal ultrasound at 25 weeks gestation and confirmed
by HIDA scan and computed tomography soon after
birth and gradual regression of the cysts noted by serial
sonograms.'®

Our case that had CD with abdominal protrusion,
vomiting and poor feeding, manifested just after birth
with abdominal protrusion. It is the first reported case of
CD in Iran as manifested in the neonatal period. There-
fore, although CD is rare, it should be considered in the
differential diagnosis of abdominal masses, abdominal
protrusion, icter and congenital anomalies of the heart
and kidneys.

ACKNOWLEDGEMENT

The authors thank A. Tabatabayee, MD, for his re-
view of our pathologic specimen.

REFERENCES

1. Caroli J, Carcos V: Maladies des voies biliares
intrahepatiques segmentaires(ed 1). Paris, France, Masson
et Cie. pp. 59-154, 1964.

2. Keng-Lang WV: Caroli’s disease-a report of two siblings.
Eur J Gastroenterol Hepatol 14(12): 1397-1399, Decem-
ber 2002.

.Jeabe F, Hadzic N, Wilkinson ML, et al: Neonatal presenta-
tion of Caroli’sdisease. Arch Dis Child Fetal Neonatal Ed77:
F145,1997.

4. Todani T, Watanable Y, Nazuseue M, et al: Congenital bile
duct cyst: classification, operative procedures, and review
of 37 cases including cancer arising from choledochal cyst.
AmJ Surg 134:263-269, 1977.

5.Suchy FJ: Cystic disease of the biliary tract &liver. Behrman
RE, Kliegman RM, Jenson HB, (eds.), Nelson Textbook of
Pediatrics. 16" ed., Philadelphia: WB Saunders. pp. 1222-
23, 2000.

[U5)



A. Bazrafshan and M. Omidian

6. Waters K, Howman-Giles R, Rosslegigh M, et al: Intrahe-
patic bile ducts dilatation and cholestasis in autosomal
recessive polycystic kidney disease.Clin Nucl Med
20(10): 892-895, 1995.

7. Dosmet VJ: Ludwig symposium on biliary disorders- Part
I, Pathogenesis of ductal plate abnormalities. Myo Clin
Pro 73:80-98, 1998.

8. Rodriguez E, Santolaria Fernandez F, Gonzalez Reimers
E,etal: Enfermidad de Caroli. Fibrosis hepatica congenital
poliquistosis renal: Una association poco frecuente. Rev
Esp Enferm Dig 88(12): 873-876, 1996.

9. Tsuchida Y, Sanjo K, et al: Evaluation of long—term results
of Caroli’s disease: Dominant inheritance and review of
the literature. Hepatogastroenterology 42: 175-181, 1995.

10. Bratu I, Laberge JM, Khalife S, et al: Regression of
antenatally diagnosed localized Caroli’s disease. J Pediatr
Surg. 35: 1390-1393, 2000.

1. Stringes Md, Dhawan A, Davenport M, et al: Chole-
dochal cyst: lessons from a 20 year experience. Arch Dis
Child 73: 528-531, 1995.

189

12. Wilkinson M, Mieli-Verganig, Ball C: Endoscopic retro-
grade cholangiopancreatography in infantile cholestasis.
ArchDis Child 66: 121-3, 1991.

13. Guibadud H, Lachaud A, Touranic, et al: MR Cholangiog-
raphy in neonates, feasibility and preliminary applica-
tions. AJR 170:27-31, 1998.

14. Gorka W, Lewall DB: Value of Doppler sonography in the
assessment of patients with Caroli’s disease. J Clin Ultra-
sound 26: 283-287, 1998.

15. Miller WJ, Schtin AG, Campbell WL, Pieters PC: Imaging
findings in Caroli’s disease. Am J Roentgenol 165: 333-
337, 1995.

16. Boyle MJ, Doyle GD, MC Nulty J G: Monolobar Caroli’s
disease. Am J Gastroenterol 84:1437-1447, 1989.

17. Sons M, Rimola A, Navasa M, et al: Liver transplantation
in patients with Caroli’s disease and recurrent cholangitis
Transpl Int 10: 241-244, 1997.

18.PintoRB, Lima JP, da Silveria TR, et al: Caroli’s disease:
reportof 10 cases in children and adolescents insouthern
Brazil. J Pediatr Surg 33: 1531-1535, 1998.





