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CASE REPORT

Caroli disease in a 2 month old
Nigerian-A case report

Abstract We present a rare and
first case of Caroli Disease (CD)
in a child who presents with ab-
dominal distension, regurgitation
of feeds,
stools and fever, typical

ultrasonographic and abdominal
and x-ray findings. The purpose
of presenting this case report is to
highlight the distinctive manifes-
tation of Caroli disease and to
provide a concise report of this

rare disease with the hope that

passage of greenish

such information will help identify

patients earlier in the course of
their illness. This will add to medi-

cal literature by helping clinicians
to know that this anomaly is treat-
able in a good setting and if de-
tected early.
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disease; Nigeria.

Introduction

Caroli's syndrome is a rare congenital disordet ifa

polycstic kidney disease, hepatoma or even imtgisti
obstruction, with which it could be confused witlgnce

volves intrahepatic bile duct ectasia and congkhita

the need to highlight specific features of Carddiedse?

patic fibrosis, frequently seen with concomitantocau
somal recessive polycystic kidney disease (ARPKD).
Cystic lesions of the liver and bile ducts are siféed as
rare diseases. Polycystic kidney disease doessuatly

Case presentation

A two month old Ibo female, presented in the @fsih
Out-Patient Department of University Of Nigeria Tka

exist alone but can occur as a syndrome. Caroli syning Hospital with a history of abdominal distensiand

drome consists of Caroli disease and congenitahtiep

fast breathing since birth ,regurgitation of feeds pas-

fibrosis? It is Caroli disease if there is segmental dilata- sage of greenish stools of two weeks duration amerf
tion of the large intrahepatic duct. Caroli diseésea  of one week duration. Baby’s iliness started frointhb
rare disorder and often associated with autosoewds-  when mother noticed abdominal distension which has
sive polycystic kidney diseaselhe diagnosis depends since increased in size with regurgitation and viomi

on both histology and radiological findings. Treatih  of non billous material. There was also passage of
consists of symptomatic treatment of cholangitis by greenish stools which is non- mucoid . Fever dtarte
antibiotics, some endoscopic, radiological, suigarad after seven weeks of initial symptoms, high gramm-
drainage procedures. Liver transplantation seemss thtinuous and transiently relieved by

ultimate treatment for this disease. Prognosisaidyf  paracetamol.

good unless recurrent cholangitis and renal faitleeel-
ops. Baby was delivered at term in a private hospitakc
immediately after delivery and weighed 3.5Kg.

This child had never been jaundiced at any time.
Examination findings revealed an acutely ill loakin
child with nasogastric tube in situ , febrile with

The purpose of presenting this case report is te tie
distinctive manifestation of Caroli disease andpto-
vide a concise report of this rare disease withhbpe
that such information will help identify patientaréer distended abdomen with visible veins and multiple
in the course of their illness. masses at the hypogastrim, left iliac fossa artchigfo-

This case report becomes necessary because thave is chondrium (mobile ,the smallest measuring about &tm
known report among infants in Enugu and it willcals its widest diameter, the mass can be reached above)
help the clinician to have a high index of suspicemd  There is also hepatomegaly of 8cm below the right
early referral to surgeons so as to avert nhumecous coastal margin, firm, smooth surface and blunt edge
plications that follow it. Weight was 3.9kg

In addition, Caroli disease share some featurdh wi

certain more commonly encountered conditions likeA diagnosis of Hepatoblastoma to consider polycysti



kidneys was made initially. Patient was admitted dre
following investigations were requested: plain
abdominal X-ray which showed increase hepatic
shadows and chest x-ray which revealed no abndsmali
Abdomino-pelvic ultrasound showed multiple non-
obstructive dilated intrahepatic biliary tree andltiple
pin sized bilateral renal cyst with “central dags’ in
the liver. These features are in keeping with peteids
Caroli disease.

Liver function tests showed: Alkaline phosphat&33J/
L [25-92], Aspertate transaminase 32U/L [5-15]d
Alanine transferaséU/L[3-15] which were all normal.
Prothrombin time, serum albumin, and serum bilinubi
were within normal limits. She has been referreduie
geons and is being worked up for surgical resection

Fig 1. Ultrsonography of the liver and biliary tree .Seeas of
hyperechogenecity (Indicated by arrows) showingypéecal
central dot

*

Fig 2: Showing the infant with abdominal distension
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Discussion

Caroli disease and Caroli syndrome are very rait w
an estimated incidence of less than one case (000
population® Caroli syndrome (ectasia of the large and
small bile ducts with congenital hepatic fibrossmore
common than Caroli disease (ectasia of only thgelar
bile ducts More than 200 cases of Caroli's disease
have been reported in the literature and the imcideof
Caroli's syndrome is more than the pure form of
Caroli’'s diseas@. Kiguli et al in South Africa reported
a case with Caroli syndrome presenting as choleaduch
cyst? Much is not reported about this disease in Nigeria

Caroli's disease which is a component of Calori-syn
drome was a first known distinct clinical entitypoeted

by Jacques Caroli in 1958 in FrariceHe described two
forms of the disease: The so called Caroli diasease
which is characterized by dilatation of larger ranat
hepatic bile duct with or without polycystic kidneyd
Caroli syndrome which is often associated with pgsy

tic kidney disease, portal hypertension and evéiitiex
fibrosis® Our patient had Calori disease since she has
no portal hypertension and liver fibrosis. Many hewuis
believe that the two conditions are actually difer
stages of the same disease characterized by patipor
fibrosis and ductal dilatatioi Unbalanced translocation
between chromosome 3 and 6 explains the familied-cl
tering and its association with polycystic kidneig-d
easé Caroli syndrome and caloric disease are associ-
ated with renal involvement in 60% of cases andiasp
dilatation of collecting renal tubles. This indease also
had renal involvement. In majority of patients wita-
loric syndrome, portal hypertension will not be saBt

or will appear only later in the disease evolutidfihe

late appearance of portal hypertension is dueedaht
that the disease is progressive and dynafiche pa-
tient is usually asymptomatic but may develop campl
cations later. In our case, the baby was diagnesed
very young age. The fever, passage of greenishsstoo
regurgitation of feeds and non billiary vomiting ade

us suspect possible pyloric stenosis ,but the iphailt
cysts in the kidneys, hard liver and absence ofilslen
sign in ultrasound made us downplay this suspicion.
However these symptoms mentioned above may be due
to cholangitis and sepsis which are common complica
tion in caroli disease. This is buttressed by #soiution

of fever when the baby was started on antibiotickas
also been noted in a study that patients with Calist
ease or Caroli syndrome may have a history of mter
tent abdominal pain and fever, which reflects egéso

of bile stasis leading to cholangitisThe physical ex-
amination of enlarged hard liver and multiple masse
made us suspect the diagnosis which was then con-
firmed by ultrasonography.

Hepatoblastoma is less likely here because itredyra
diagnosed at two months and it does not followbutu
lent course and usually seen as an incidentalrfggdi
with absence of central dot sign and renal involeeth
Though bilirubin and Liver enzymes are normal ipde
toblastoma , alph -feto proteins are elevated.



Unfortuntely we could not do alpha -feto proteinghis
index case due to financial constraint.

Ultrasonography is the initial investigation ofoate. ®
The pure form shows diverticulum like sacculi ofrén
hepatic biliary tree, more pronounced towards geter
(central dot sign) and can be segmental or geaeddli
This is akin to our patient who also had a “cential
sign” on ultrasound. Ozlem et al® noted that
“intraluminal portal vein sign” which consists obmal
vein radicles surrounded by the dilated bile dadiag-
nostic of Caroli's disease .The state of liver aneg
depend on the level of affectation, for instancesdome
series it was noted that liver function was normhlle
that noted by Ozlem et d? showed shortened
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oxycholic acid for hepatolithiasis>Surgical resection
has been used successfully in patients with momwolob
disease. For patients with diffuse involvement, the
treatment of choice is orthotopic liver transplaioia™
Our patient was placed on antibiotics and is beirey
pared for surgery.

Complications from Caroli's disease are cholangitis
sepsis, choledocholithiasis, hepatic abscess aoldrch
giocarcinoma later in lifé> None of these is seen in this
patient. Patil and co- workéfaoted that after cholangi-
tis occurs, a large number of patients will diehivit

5-10 years. The occurence of hepatobiliary malignan
transformation, explained by chronic inflammatioh o
the biliary tree, has been reported in 7%-14% of

prothrombin time and elevated transferase enzymegpatients. Death is related to liver failure or cdiongtions

Liver function test was within normal ranges insthi
study.

Kidney may be normal or of variable echogenicity,
depending on the extent of involvement by polyaysti
renal diseas®.In our case, abdominopelvic ultrasound
showed multiple cystic lesions in the liver and tiplé
bilateral pin sized cysts in kidney. These samdiffigs

of portal hypertensiotf:

Conclusion

Caroli's Disease is indeed a rare congenital afypma

were also corroborated by Rupali and colleagues whdurgical correction offers good and long term rissuih

reported multiple and small cysts in the liver dad-
neys respectivelyComputerized tomography is an
invaluable adjunct that complements ultra-sounatah

a resource poor country like ours, high index afpgu
cion, early diagnosis and timely referral are wated so
as to avert death.

identify cholangiocarcinoma and hepatic masses notimitation: ERCP and histology were not done due to

identified by ultrasound. The diagnosis is mordialift

to establish in the case of fusiform dilatationghef

biliary tracts. Endoscopic retrograde cho-
langiopancreatography (ERCP) is the gold standard i
this situatior®. This shows communication between the
sacculi and bile ducts and diverticulum-like sacail
the intra-hepatic biliary tre€. Though ERCP is helpful
in suggesting the need for further investigatidnhas
demonstrated difficulty in the visualization of thpper
hepatic duct and may not give a specific diagnasid
thus ultrasonography is preferréd.

Congenital hepatic fibrosis is a histopathological
diagnosis. Parada and colleaduested that histopa-
thological intrahepatic bile duct ectasia and peodition
are associated with severe periportal fibrosis eoi-

firm the congenital hepatic fibrosis component of

“caroli's syndrome”. Histopathology was not done fo
our patient since ultrasonography could still detia-
tation of larger intrahepatic bile duétlt is pertinent to
note that one can still make a diagnosis of Caliskase
without histopathology as ultrasonography still a@éms
the gold standard.

The treatment for Caroli's disease includes sutpgor
care with antibiotics for cholangitis and sepsissode-

financial constraints.
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