Cleidocranial Dysplasia: Report of a Case
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ABSTRACT

Cleidocranial dysplasia (previously known as cleidocranial dysostosis) is a well-known, rare and hereditary skeletal
disorder characterized by a variety of dental abnormalities and as its name implies, striking involvement of the cra-
nial vaults and clavicles. A 17-year-old female who presented with short stature and prolonged retention of decid-
uous teeth, subsequent delay in eruption of permanent teeth is described. She could touch her shoulders together at
the midline anteriorly. Diagnostic procedures showed hypoplasia of the maxillary and zygomatic bones, open
fontanelles and sutures, and aplasia of the clavicles. The paranasal sinuses were absent or underdeveloped.
Characteristically, she had near parallel-sided borders in the ascending ramus of the mandible and abnormal-
shaped, the slender pointed coronoid process. The zygomatic arches had a downward bend and discontinuity at the
zygomaticotemporal suture area. Radiographic and clinical investigations of her cranial and skeletal abnormalities
revealed features of cleidocranial dysplasia. (Korean J Oral Maxillofac Radiol 2000 ; 30 : 229-234)
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Fig. 1A. Frontal photograph shows characteristic shoulder hypermobility due to absence of clavicles. Depressed midsagittal suture area,
frontal and parietal bossing, deficiency of upper lip, broad nasal base, and ocular hypertelorism can be seen. B. Profile photograph of the
patient reveals frontal bossing, concave nasal bridge, and underdeveloped maxilla. Also mild exophthalmos is present.
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Fig. 2. Posteroanterior view of the chest shows complete absence
of clavicles and associated small, bell-shaped thoracic rib cage.
And spina bifida occuita can be seen in the cervical vertebrae.
Scapula is also deformed or hypoplastic.

moid notch), 3}etF AR Ad&HoAe] Fu|E, J8w 7}

E A 2EEE e 2= Z2EVE A2 £

2 %iel (Fig. 5A, B). o]21§t JAbALA gLy 28 mds
ZFNo|FF oz Ahfge.

— 230 —



Fig. 3. Posteroanterior projection of the skull shows increased Fig. 4. Cephalometric radiograph shows mosaic pattern of wor-
width of the skull and disproportionate relationship of skull bones mian bones in the lambdoidal sutures, poor pneumatization of
to facial bones. Wide-open fontanel, delayed ossification of the mastoid bones, elongation of the posterior clinoid process, and
sutures, and metopic suture, aplastic frontal sinus can be seen. bulbous dorsum sellae. Very dense petrous portions of the tem-
Typical wormian bone pattern is demonstrated in the lambdoidal poral bones are superimposed on the contour of the clivus.

suture area.

Fig. 5A. Panorama shows dense alveolar crestal bone in the lower premolar area and proximity of the infraorbital rim to shadow of hard
palate with hypoplastic maxillary antrum. Downward curvature of the zygomatic arch with hypoplasia can be seen. Characteristically, the
as-cending ramus is near parallel-sided borders and the lingual aspect ante-rior to the inferior alveolar canal was considerably thickened. B.
Double TMJ view shows deformed condyle on both side and marked downward bend of zygomatic arch.
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