
Introduction

The study of dental dysmorphology is unfortunately be-
coming a lost art. Only in oral radiology courses in den-
tal schools is time devoted to consideration of some of
the fascinating genetic conditions that affect teeth. Pe-
diatric radiologists in their formal training have almost
no experience. To whet intellectual appetite and to en-
courage more consideration of this field, I will briefly re-
view three conditions.

Otodental syndrome

In 1972, Levin and Jorgenson [1] described a syndrome
of dental anomalies and sensorineural hearing loss. To
date, several unrelated families have been described
[1±10]; one case report is doubtful [11]. Inheritance is
clearly autosomal dominant with variable expressivity.

The incisors of both dentitions are spared. The
crowns of the canines and posterior teeth are enlarged,
bulbous, and malformed with multiple prominent
lobules. The deciduous dentition is more severely in-
volved. The relation between cusps and major grooves
is eliminated, hence the use of the term ªglobodontiaº.
An enamel defect is frequently noted on the facial sur-

face of the canine teeth. Premolar teeth are frequently
missing or small in size. There is often delayed eruption
of the deciduous malformed teeth or even of the perma-
nent posterior teeth [2, 3, 9]. One can observe dupli-
cated pulp chambers with denticle formation and a
longitudinal dental septum and early pulpal oblitera-
tion. The molar teeth have a tendency toward conical
or taurodont root form. Complex and/or compound
odontomas have also been described in the posterior
maxilla and mandible [2, 8, 8 a, 9] (Fig. 1).

Sensorineural hearing loss to about 65 dB is found at
all frequencies, but is more pronounced at about
1000 Hz. It usually plateaus by the fourth decade [4].
The age of onset of the hearing loss ranges from early
childhood to middle age [4, 6, 7], which may complicate
diagnosis of the disorder.

Oculo-facio-cardio-dental syndrome

Marashi and Gorlin [12, 13] described three examples of
binary combination of congenital cataracts and canine
radiculomegaly. They cited an earlier example of
Hayward [14] in which canine radiculomegaly, delayed
dentition, persistent primary teeth, oligodontia, and
congenital cataracts were found in an 18-year-old fe-
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male. Marashi and Gorlin [12, 13] also noted a 20-year-
old female with marked canine radiculomegaly on
whom further information was not available. Gorlin et
al. [15] suggested the name oculo-facio-cardio-dental
syndrome.

Wilkie et al. [16] reported a mother and daughter
with congenital cataracts, microphthalmia, and septal
heart defect, suggesting that this combination repre-
sented a new syndrome. The face was long and narrow,
the philtrum long, and the nose had a high bridge. In
the lateral view, the nose appeared pointed. The tip
was broad with well-delineated cartilages. Eye findings
included congenital cataracts, secondary glaucoma, mi-
crophthalmia, and horizontal nystagmus. In the daugh-
ter, posterior embryotoxon was noted and there was
oligodontia with persistent primary teeth. The columel-
la was broad. In the mother, the teeth had variable root
length and canine radiculomegaly. The mother had an
ASD; the daughter, both ASD/VSD. Cutaneous syndac-
tyly of toes 2±3 was observed in the daughter.

Aalfs et al. [17] described two unrelated female pa-
tients with a long narrow face, microphthalmia, micro-
cornea, congenital cataracts, high nasal bridge, short
nose with broad tip, long philtrum, sensorineural hear-
ing loss, persistent primary teeth, oligodontia, ASD,
VSD and cutaneous syndactyly of toes 2±3. One of the
two had cleft palate, the other had a septate vagina. Ad-
ditional cases were added by Gorlin et al. [15] and Ob-
wegeser and Gorlin [18, 19].

The occurrence of this syndrome in two generations
and in seven females but in no males suggests that we
may be dealing with a syndrome that is X-linked domi-
nant and lethal in the male.

The patient appears to have a long narrow facies
which is characterized by a sharp nose with a clearly de-
fined bifid tip. A high nasal bridge was noted in at least
five patients. Eye changes evident at birth consist of
congenital cataracts and microphthalmia or microcor-
nea with resultant or secondary glaucoma.

Surely the most unmistakable finding is canine radi-
culomegaly. This is not manifest orally, but its unique

nature is seen on a panoramic radiograph of the jaws
(Fig. 2). The root ends of the canine teeth do not close
until adulthood, the roots continuing to grow until the
orbit and lower border of the mandible are reached by
the maxillary and mandibular canines, respectively.
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Fig.1 Otodental syndrome
a In occlusal view, not normal-
sized incisors, markedly
enlarged canine and molar
teeth (globodontia).
b Enormous crown with
bizarre morphology and short
fused roots

Fig.2 Oculo-facio-cardio-dental syndrome. Canine teeth grow un-
til the apex pierces the lower border of the mandible and cuts off
its own blood supply

Fig.3 Lobodontia. Teeth resemble those of a wolf



This dental anomaly is accompanied by oligodontia and
persistence of primary teeth.

Cardiac anomalies of various types (ASD, VSD, mi-
tral valve prolapse) have been documented in at least
five of the patients. Cleft palate or submucous cleft pal-
ate was documented in three of the seven patients. Cu-
taneous soft-tissue syndactyly of toes 2±3 was found in
four of seven patients. Various miscellaneous findings
included a septate vagina in one patient and sensori-
neural hearing loss in another.

Lobodontia

There is general reduction in crown size and there may
be hypodontia. The incisors tend to be invaginated or
to be shovel-shaped. The cingulum of incisors and pre-
molars is accentuated (20±23). The canines and premo-
lars have pointed cusps with crowns resembling those
of a wolf, causing Robbins and Keene [21] to label the
condition lobodontia (Fig. 3). The molars are multitu-
berculate with single conical roots. Inheritance is auto-
somal dominant.
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