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CASE REPORT

Congenital Ranula with Caroli’s Syndrome in
an Infant: A Rare Case Report
K.B. Roopa*, Poornima P**, Meghna Bajaj***

Introduction
The term ‗Ranula‘ is derived from the Latin
word ‗Rana‘ and is described as the blue

A B S T R A C T

translucent swelling in the floor of the mouth
resembling a frog's abdomen.1-3 A simple

Ranulas are cystic dilatations in the floor of the

ranula can be either a mucus retention cyst or

mouth and a result of obstruction of one of the

more

extravasation

sublingual salivary glands. It is basically a

pseudocyst which is confined to the floor of

retention cyst. Ranula may be congenital or

the mouth. A plunging or cervical ranula is a

acquired. Caroli’s disease is a rare communicating

mucus extravasation pseudocyst arising from

segmental or diffuse dilatation of the intrahepatic

the sublingual gland and presents as a swelling

biliary tree, Cholangitis, liver cirrhosis and

in the neck. It may appear as a submandibular

cholangio-carcinoma

mass without visible intraoral involvement, in

complications. Congenital ranula in newborn

making the diagnosis more difficult. It is

infants is a rarity and thus there is a marked paucity

commonly a condition of young adults,

of the literature on the cited subject. This article is

although the reported age range is 2–61

an interesting case report of a patient presenting

years.3–5. There is said to be a slight female

with ranula in a rare syndrome called Caroli’s

preponderance of about 1.3:1 (F:M).2 A

syndrome.

plunging ranula usually presents as a painless,
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fluctuant lateral neck swelling which does not

gland, Caroli’s syndrome

commonly

a

mucus

are

its

potential

usually alter with swallowing or eating. It is
most

commonly

centered

on

the

parapharyngeal space as far as the skull base,

submandibular triangle and averages 4–10 cm

inferiorly

in size but can extend superiorly in the

posteriorly into the retropharyngealspace, or
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to

the
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supraclaviculararea,
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across

the

submentally.

midline
2

anteriorly,

Mucocele

and

usually

ranula

pain

and

hepatomegaly.

Cholangitis,

are

cholelithiasis, bilary abscess, septicemia, liver

mucous extravasation phenomena that affect

cirrhosis and cholangio carcinoma are all its

salivary glands due to malformation or rupture

potential complications.1

of gland ducts, altering the normal salivary
flow and leading to its deposit in the adjacent

Case Report

tissues.. They are clinically characterized by

A full term 30 days old female infant was

fluctuant soft nodular swellings with normal or

referred to Department of Pedodontics and

slight blue color. Mucoceles can be found in

Preventive

any region of the oral cavity with minor

Sciences, Davangere from a private hospital

salivary

with a chief complaint of swelling in the

glands,

while

ranulas

are

characteristic of the floor of the mouth and

sublingual

Dentistry,

region

College

since

of

birth

Dental

(Fig1).

usually associated to sublingual glands.4
Caroli's disease is a rare congenital disease of
the liver characterized by cystic dilation of the
intrahepatic bile duct. Classic Caroli's disease
involves malformations of the biliary tract
alone, whereas Caroli's syndrome refers to the
presence of associated congenital hepatic
fibrosis.5 Caroli syndrome are rare congenital
disorders of the intrahepatic bile ducts. Caroli
syndrome

is

generally

inherited

in

an

Fig 1. Intra oral ranula on the floor of the mouth

autosomal recessive manner6. Caroli's disease

The swelling had increased over a period of

usually presents during childhood and early

time with no difficulty in feeding. Patient was

adult hood between the age group of 5-21

hospitalized in a private hospital due to

years.

5,7

A more complex form, that is

continuous fever. Patient presented with

associated with congenital hepatic fibrosis

splenomegly and hepatomegaly and was

(CHF) and is inherited as an autosomal

diagnosed with a rare genetic disorder called

8

recessive trait. The clinical features of Caroli's

Caroli syndrome. Patient was admitted in the

disease

upper

hospital and was given treatment for the same

abdominal pain, and fever due to the

.On intra oral examination there was a

associated complications of hepatolithiasis or

swelling in the sub lingual region 0.8cm x 0.5

bacterial cholangitis. The cause of Carolis

cm in dimension. The swelling was soft fibro

disease appears to be genetic, simple form is

elastic, dome shaped slight blue lesion in the

an autosomal dominant trait and complex form

floor of the mouth (Fig2).

include

jaundice,

right

is an autosomal recessive trait. Caroli‘s disease
usually presents with intermittent abdominal
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extra orally (Fig 4). Provisionally it was diagnosed
as plunging ranula.

Fig 2. Dome shaped blue lesion at 30 days

Fig 4. Plunging Ranula

Swelling was present since birth and it was a

Patient was advised for CT scan and MRI.

small swelling and gradually it has increased

Treatment plan was explained to parents. As there

to the present size according to her mother.

was more systemic problems to attend for patient,
parents dint give the consent for the treatment and
patient was kept under observation.
Discussion
Ranula is an extravasation cyst found in the floor
of the mouth. They develop from extravasation of
mucus after trauma to the sublingual gland or
obstruction of the ducts. Ranula is an extravasation
cyst found in the floor of the mouth. They develop
from extravasation of mucus after trauma to the
sublingual gland or obstruction of the ducts.7
Ranulas are mucus extravasation cyst originating

Fig 3. Intra oral swelling at 3 month of age

Provisional diagnosis was made as congenital

from ` sublingual space but they sometimes extend

ranula depending on clinical features. Patient was

to the submandibular space and parapharyngeal

advised for CT (Computerized tomography) and

space, which is defined as a plunging ranula.10 In

MRI

for

plunging ranula the mucus collection is in the sub

confirmation and to rule out any lymphatic

mandibular and sub mental space of the neck with

malformation. Parents agreed for investigations, as

or without intra oral collection.11 The diagnosis of

patient had severe diarrhea due to her systemic

ranula is made generally based on the clinical

problems they couldn‘t do. Patient reported back to

examination. The patient with oral ranula are

us after two months as the swelling intra orally was

presented with painless, fluctuant blue translucent

increased in size and sometimes patient had

color and slowly growing swelling of the floor of

difficulty in breast feeding (Fig 3). We observed

the mouth. Ultrsonography , computed tomography

the swelling had increased in size and it was seen

scanning , and magnetic resonance imaging can be

(Magnetic
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resonance

imaging)
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helpful in determining the location and size of the

could be established. Patient had a very rare

lesion. A fine needle aspiration biopsy may detect

genetic disorder diagnosed as carolis syndrome in

the mucus with inflammatory cells. Biochemical

a private hospital. Systemically patient had

analysis of aspiration fluid reveals high protein and

recurrent

amylase content.9 In our case patient presented

recurrent cholangitis and was frequently admitted

with congenital ranula and no symptoms were

to the hospital for these reason. Caroli‘s disease

associated with it. After two months the same

(CD) was first described by Caroli as a congenital

ranula was increased in size to form a plunging

malformation

ranula and it was asymptomatic. Patient was

characterized by segmental cystic dilatation of the

diagnosed on clinical signs. Congenital ranulas are

intrahepatic ducts; increased incidence of biliary

usually asymptomatic and are resolved with

lithiasis, cholangitis and liver abscesses; absence

time.12-14 Most likely the explanation for resolution

of

would be a rupture as results of feeding .Most of

association of renal tubular ectasia or similar renal

these cases are diagnosed clinically at the time of

cystic disease. Mode of inheritance is still unclear

birth. An MRI scan may be regarded as a gold

but in majority of cases it is transmitted in

standard as it not only gives high resolution

autosomal recessive fashion.16

images, determines precise location and content of

percutaneous cholangiography is the traditional

the lesion but also enhances the differentiation of

method of diagnosis, but magnetic resonance

ductal atresia from duplication anomalies of ductal

cholangiopancreatography is emerging as the

system. The treatment protocol for paediatric

diagnostic modality of choice. The treatment for

ranula is still controversial. The medical literature

Caroli‘s disease includes supportive care with

recommends observation for asymptomatic lesions

antibiotics for cholangitis and ursodeoxycholic

as spontaneous resolution does occur in some

acid for hepatolithiasis.17Surgical resection has

cases.15 Many methods of treatment have been

been used successfully in patients with monolobar

described ,these techniques include aspiration of

disease. For patients with diffuse involvement, the

mucus , incision and drainage , marsupilization,

treatment

injection of sclerosing gents , excision of ranula

fever,

of

cirrhosis

and

of

transplantation.

hepatomegaly,

intrahepatic

portal

choice

is

splenomegaly,

bile

hypertension;

ducts,

and

Endoscopic or

orthotopic

liver

5

with or without excision of ipsilateral sublingual
gland , co2 laser excision , cryo surgery ,and

Conclusion

placement of silk suture into the dome of

Infant ranula is rare. Conservative treatment of

pseudocyst . Spontaneous resolution may be

infant ranula is advised. It is recommended to

another option for infant ranula. Therefore some

observe for asymptomatic lesions, as spontaneous

investigators suggest that an optimal management

resolution does occur in some cases.15 Adequate

of ranula in children my include observation period

period of observation is 6 months for spontaneous

In our

resolution.9 Rarity of congenital ranula in an infant

case due to systemic condition patient was kept

associated with a very rare genetic disorder made

of 3-6 months for spontaneous recovery.

9

under observation since no immediate treatment
us to concentrate upon systemic well-being and
94 THE JOURNAL OF DENTAL PANACEA 2014;VOL 1:OCT-NOV ISSUE 2

DOI: 10.15636/jdp/2014/v1i2/58408

ABOUT THE AUTHORS:

3. Ananthakrishnan AN, Saeian K Caroli's
disease:
strategy.

identification
Curr

and

treatment

Gastroenterol

Rep

2007;9(2):151-5.
*Dr K.B. Roopa is a Reader in the

4. Mathieu L, MarleenT, Gert D H, Chris V,

Department of Pedodontics & Preventive Dentistry,

et al Caroli disease: review of eight cases

College of Dental Sciences, Davangere, Karnataka, India.
Email address: roopakorishettar@gmail.com

with emphasis on magnetic resonance
imaging features European Journal of
Gastroenterology

&Hepatology

2011;23:578–85.
5. BazlulK A.S.M., Caroli‘s Disease Indian
Journal of Pediatrics 2004;41(8): 848–50.
**Dr Poornima P. is a Professor and

6. Gautam BS, Anil K, Rubeena A, Sunil G,

Head in the Department of Department of Pedodontics &

Pooja A, Shailaja SA. Rare Case of

Preventive

Congenital Simple Cystic Ranula in a

Dentistry,

College

of

Dental

Sciences,

Davangere, Karnataka, India.

Neonate. Case Rep Otolaryngol. 2013:1-3.
7. Aybars O, Selim U, Handan Y, Murat O,
Murat Kaya, et al A Case of Congenital
Ranula Operated in The Early Infancy Eur
J Basic Med Sci 2013;3(3): 66-9.
is a Post

8. Zhi K, Wen Y , Ren W , Zhang Y.

Graduate student in the Department of Pedodontics &

Management of infant ranula International

Preventive

Journal of Pediatric Otorhinolaryngology

***Dr Meghna Bajaj

Dentistry,

College

of

Dental

Sciences,

Davangere, Karnataka, India.

2008;72:823-6.
9. Kim SH, Huh KH, Chang-Hyeon , Park
JW, Yi WJ. Giant plunging ranula: a case

just to observe the case for spontaneous resolution
unless it becomes symptomatic.

report.ImagingSci

10. Yonem

O,

Bayraktar

Y.

Clinical

characteristics of Caroli‘s disease World. J
MJ,

NP.Plunging
observations,

Morton

RP,

Ranula:
Head

McIvor
Clinical

&

Neck

1998;20(1):63-8.
2. Luciana M L, Rosana F, Fabio R , Antonio
BA Mucous extravasation phenomena in
babies.Braz J Oral Sci. 2002:1(2):92-4.

95

Mat.

2013;43(1):55–8.

References
1. Davison

Dent.

Gastroenterol 2007:7;13(13):1930-3.
11. V. I. Ugboko, O. Hassan, S. Prasad, and
A. O. Amole, ―Congenital ranula: a report
of two cases,‖ ORL2002;64(4):294-6.
12. R. T. Pandit and A. H. Park, ―Management
of

pediatric

ranula,‖ Otolaryngology—

Head and Neck Surgery 2002;127:115–18.
THE JOURNAL OF DENTAL PANACEA 2014;VOL 1:OCT-NOV ISSUE 2

DOI: 10.15636/jdp/2014/v1i2/58408
13.

Crysdale, Mendelsohn J.D, and ConleyS,

―Ranulasmucoceles of the oral cavity: experience
in 26 children,‖ Laryngoscope 1988:98(3):296–8.
14.

Pandit RT, Park AH. Management of

pediatric ranula. OtolaryngolHead Neck Surg2002;
127:115–8.
15.

Calinescu TAM, Bottani A, Rougemont

AL, Birraux J, Gubler MC, Le Coultre C, et al.
Caroli disease, bilateral diffuse cystic renal
dysplasia, situsinversus, postaxial polydactyly, and
preauricular fistulas: a ciliopathy caused by a
homozygous NPHP3 mutation. Eur J Pediatr
2013;172(7):877-81.

16.

Wu KL, Changchien CS, Kuo CM, Chuah

SK, Chiu YC, Kuo CH. Caroli's disease-a report

of two siblings. Eur J Gastroenterol Hepatol
2002;14:1397-9.
17.

OzlemY, Yusuf B Clinical characteristics

of Caroli‘s disease World J Gastroenterol 2007
:7;13(13): 1930-3.

96

THE JOURNAL OF DENTAL PANACEA 2014;VOL 1:OCT-NOV ISSUE 2

