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Case Report

Intranasal teeth in a 3-year-old child with Smith-Lemli-Opitz syndrome
Su-Hyun Shim*

Department of Dental Hygiene, Kyungbok University, Pocheon, Republic of Korea

Smith–Lemli–Opitz syndrome (SLOS) is a rare autosomal recessive genetic disorder accompanied with congenital anomalies and
mental impairment. Clefts of the hard and/or soft palate, small tongue, broad alveolar ridges, and micrognathia have been reported
frequently. However, intranasal teeth associated with SLOS have never been described. Here, a case of intranasal teeth in a 3-year-old
boy, who was treated operatively for a cleft lip and alveolus at 7 months of age, is reported. Two intranasal teeth were asymptomatic.
The teeth were extracted under local anesthesia when they were found to be very loosely attached to the nasal mucosa. Unusual
features of this case are highlighted.
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INTRODUCTION

ing and sucking difficulties for SLOS patient. In patients
with cleft lip and palate, dental anomalies also common in

Smith–Lemli–Opitz syndrome (SLOS) is a rare autosomal

such things as the number of teeth, agenesis, shape, hy-

recessive genetic disorder which is caused by a deficiency

poplasia and hypocalcification, eruption, and position and

of the enzyme 7-dehydrocholesterol reductase which con-

intranasal teeth [5-7].

verts 7-dehydrocholesterol to cholesterol. SLOS is estimated

One of the rare complications of cleft lip and alveolus is

to occur in 1 in 20,000 live births, primarily in Caucasians

nasally erupting tooth [8]. There are few cases reported in

at a rate of 1–2 percent [1]. SLOS is associated with numer-

literature in which intranasal teeth were present in patients

ous systemic disorders and structural deformities. It char-

with cleft lip and palate [5,7-12]. The etiology of nasal

acterized by the presence of craniofacial anomalies such as

tooth is not completely understood. However, theories pro-

microcephaly, a broad upturned nose, and low set poste-

posed include teeth displaced by trauma [13], osteomyelitis

riorly rotated ears [2]. Frequent oral manifestations include

of the maxilla [14,15], obstruction to eruption secondary

clefts of the hard and/or soft palate, a small tongue, broad

to crowding of the dentition, persistent deciduous teeth, or

alveolar ridges, and micrognathia [3,4].

exceptionally dense bone and rupturing of a dentigerous

Cleft palate has reportedly occurred in 40 to 50 percent
of persons with SLOS [4]. Cleft palate can create swallow-

cyst into the nasal cavity [16]. Developmental disturbance
such as cleft palate has also been proposed [17,18].
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Nasally erupting teeth may be incidentally diagnosed on

doctor reported that he had noticed a ‘tooth-like’ object

routine radiographic examination or by presence of symp-

in the right nostril of the patient. There was no associated

toms such as difficulty in breathing, pain on sneezing or

history of infection or pain in the nasal cavity. The patient’s

while blowing the nose [5,7,8,11]. Sometimes, however,

history revealed that he had been biochemically tested and

they are totally symptom-free. Presented here is a case of

diagnosed for SLOS. Also he had a cleft lip and alveolus on

a 3 year old SLOS patient with operated unilateral cleft lip

the right side. He was operated for the treatment of cleft lip

and palate and unilaterally erupting deciduous right canine

at 7 months old (Fig. 1).

and primary first molar in nasal cavity.

On examination, a tooth was clearly seen in the right

The intranasal tooth in children with cleft lip and pal-

nasal cavity (Fig. 2). All primary teeth were present with

ate is one of the exceptional conditions encountered in the

the exception of the right canine and first molar. Consider-

field of dentistry. Even more, we believe that this case rep-

ing crown size, location, eruption time and roots’ length,

resents the valuable data of the intranasal teeth associated

we diagnosed they must be the right canine and first molar

with a cleft lip and alveolus in a patient with SLOS.

of the patient’s primary dentition. As they were found to
be loosely attached to the nasal mucous membrane, they

CASE
A 3 year male child operated for unilateral cleft lip at 7

were lifted out with a dental forcep and there was no need
of general anesthesia and endoscopic guidance. The nasal mucosa was stripped away from the teeth with a large

months was referred by a pediatrics consultant to the Dental Department, Seoul Metropolitan Children’s Hospital. His

Fig. 3. Extracted intranasal teeth.
Fig. 1. Smith–Lemli–Opitz syndrome patient with operated cleft lip.

Fig. 2. Intranasal tooth in the right nasal cavity.
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Fig. 4. Five days after the removal of nasally erupted teeth.

Su-Hyun Shim

spoon excavator, and then the teeth were extracted with a

for an intranasal tooth includes foreign bodies, rhinoliths,

curved forcep under local anesthesia (Fig. 3). Post-operative

bony sequestra, neoplasms, and exostoses.

nasal bleeding was controlled with Gelform packing. The

Surgical removal of intranasal teeth under general anes-

post-operative recovery was uneventful (Fig. 4) and there

thesia was the preferred treatment. The treatment of these

has been no recurrence in the two years, post-operatively.

teeth is early surgical extraction to alleviate the symptoms.
Those prevent the possible morbidities that include rhino-

DISCUSSION

sinusitis, osteomyelitis, nasal septal abscess, oronasal fistula, and nasal deformity [28-30].

A review of literature revealed the cases of a tooth in

We believe that this case represents the report of intra-

nasal cavity. Few cases reported so far. More cases were

nasal teeth in a patient with SLOS. In addition, this case

found in males (60%) than in female (40%). And there are 7

shows intranasal teeth was removed via a nasal approach

cases of intranasal tooth with cleft lip and palate reported

without general anesthesia and endoscopic guidance.

in literatures [5,7-12].
Clefts are caused by the failure of fusion between the median nasal process and the maxillary process, or between
the palatal processes. These failures are the result of genetic
and environmental factors. In South Korea, it occurs in ap-
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proximately 1 of 554 live birth. Dental abnormalities such
as hypodontia, malformation, and abnormal eruption pattern occur frequently in cleft patients. But intranasal tooth
are rare, also. The presence of a cleft lip and alveolus of the
present case suggested that the incomplete union of em-
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bryonic process may have caused the displacement of the
tooth germ. The surgical repair of cleft lip at 7 months of
age might have further modified the displacement, resulting in the ectopic eruption of the teeth into the nasal cavity
[9].
Intranasal teeth present a variety of signs and symptoms
such as a feeling of foreign body in the nose [19], nasal obstruction [18,20], nasal discharge [21], recurrent epistaxis
[22], nasal congestion [23], chronic intraoral sinus [24],
oro-nasal fistula [25], facial pain [26], and foul-smelling
serous or purulent rhinorrhea [27]. Occasionally, an intranasal tooth is asymptomatic and may only be recognized
incidentally [22].
The diagnosis of intranasal tooth may be made from
clinical or radiographic examination. Clinically, an intranasal tooth presents usually as a hard white mass located in
the nasal cavity and surrounded by granulation tissue and
debris [11]. Radiographically, intranasal tooth may show
up on dental panoramic tomograms, occlusal radiographs,
or lateral cephalometric views. Radiographic examination,
however, may be misleading [9,11]. Differential diagnosis
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