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CLEIDOCRANIAL DYSPLASIA WITH FAMILIAL HISTORY - A CASE REPORT

Ji-Young Hwang, Sung-Chul Choi, Keung-Ho Lee, Kwang-Chul Kim, Jae-Hong Park
Department of pediatric dentistry, College of Dentistry, Kyung Hee University

Cleidocranial dysplasia (CCD) is an autosomal dominant skeletal dysplasia and is caused by mutation in
the CBAFA1 gene of 6p21 chromosome band. Patients with CCD express skeletal dysplasia such as hy-
poplastic/aplastic clavicle, brachycephalic skull, midface hypoplasia and moderate short stature.

In addition to skeletal dysplasia, specific symptoms may appear in respiratory organs, auditory area, and
the more distinguished, dentition. Dental findings include: delayed eruption of permanent tooth, multiple
supernumerary tooth more than five, malocclusion, etc.

In Patients presenting excessive SNT, complications of SNT could be prevented and will be managed
through pertinently timed treatment such as tooth extraction, using space maintainer, and orthodontic
management after early diagnosis.

This case is about the treatment of eruption disorders in permanent teeth owing to SNT in CCD pa-
tients, who are three family members in the 3" generation inherited from maternal grandfather through
atavism. We performed the extraction of numerous SNT and orthodontic treatment on them in this case.
On evaluating panoramic and cephalometric views, some classical signs of skeletal dysplasia due to CCD
were recognized in a pool of three patients, the clavicle was distinctively displayed in all patients.
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Fig. 1. Pedigree of the family with Cleidocranial Fig. 2. Initial panorama of case 1 (11y 7m). (A)
dysplasia Parallel-sided ascending ramus
(B) Slender, pointed coronoid process (C)
Shortened maxillary sinus. Arrows indicate positions
of supernumerary testh.

Fig. 3. Lateral cephalo
(A) Rounded gonion
angle (B) Wormian
bone

Fig. 4. Panorama after extraction of Fig. 5. Panorama of case 2(11y 10m). Fig. 6. Panorama after extraction of
supernumerary teeth (7 months later) Arrows indicate positions of supernumerary teeth (2 months later)

supernumerary teeth

Fig. 7. Intra-Oral Photo(13y)

Fig. 8. Extra-Oral Photo (13y)

Fig. 10. Panorama(15y 6m)

Fig. 9. Lat
Cephalo(13y)

Fig. 11. Intra-Oral Photo(15y 6m)
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Fig. 12. Extra- Oral Photo

Fig. 13. Initial panorama of case 3 (10y
8m) (A) Uncleared sigmoid notch

(B) Downward zygomatic arch . Arrows
indicate positions of supernumerary testh.

Fig. 14. Lat. Cehphalo
(A) Underdeveloped
nasal bone

Fig. 15. Intra-Oral Photo

Fig. 16. Chest PA

Fig. 18. Removed Supernumerary teeth and follicle
(A): Mx. anterior region, (B): Mn. right region, (C): Mn. left region

Table 1. Comparing of Panoramic signs in three cases.

Case 1 Case2 Case3
Parallel-sided ascending ramus 0 0 0
Slender, pointed coronoid process X 0 X

Zygomatic arch with
a severe downward tilt
Coarse trabeculation of

A Unknown O

Unknown O 0

Fig. 17. CT (A) and (B): Mx. anterior region, (C) and (D):
Mn. right region, (E) and (F): Mn. left region

mandible
*0: Affected, X: Unaffected, A: Slightly affected
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Table 2. Comparing of Cephalometric signs in three cases.
Case 1 Case2 Case3

Missing nasal bone X X 0
Rounded gonion angle 0 A 0
Wormian bone 0 X A

*0: Affected, X: Unaffected, A: Slightly affected

Table 3. Comparing of Extra-oral signs in three cases.
Case ] Case2 Case3d

Frontal bossing Unknown O 0
Hypoplastic midface Unknown O 0
Hypertelorism Unknown O 0

* 0 Affected, X: Unaffected, A Slightly affected

Table4. Comparing of Intra-oral signs in three cases.
Case 1 Case2 Case3

Delayed eruption or retention of 0 0 0

the permanent dentition

Multiple supernumerary teeth 0 0 0

High palate Unknown O 0
*O: Affected, X: Unaffected, A: Slightly affected
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