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Abstract

Cleidocranial Dysplasia is a rare autosomal dominant disorder affecting skull, jaws, teeth,
clavicle along with other skeletal abnormalities. It is noteworthy that the case of a 28-
year- old male reported here concerns the dental surgeon as it deals with high number of
impacted and supernumerary teeth as well as additional unusual findings such as
elongation of coronoid process and rounded gonial angle that make it quite peculiar.

Introduction

Cleidocranial Dysplasia also known as Marie and Sainton’s disease is a rare autosomal
dominant disorder affecting bones and teeth [1,4]. It affects men and women with equal
frequency [1,2,4] and is characterized by abnor-malities of skull, dentition, jaws and
clavicle. It is seen that the fontanel are open despite the age of the patient being far
beyond the normal closure time [1,2,3-6]. In our patient there were 64 teeth and such a
high number has been reported in rare instances along with deepening of mandibular
notch. In addition to this concave profile due to under developed maxilla [9], a
brachycephalic skull has also been reported [7,9]. The bridge of the nose was broad and
depressed. The mandible appears to be prognathic with a depressed forehead.

Case Report

A 28-year-old Asian male of Indian origin was reported to the Department of Oral
Medicine and Radiology of Jaipur Dental college, University of Rajasthan, on June 15,
2005. His chief complaint was missing teeth and he de-sired removable prosthesis. He
gave the history of falling of teeth few years back. Upon general examination, he was of
average height and his gait showed deviation from normal. It was found that he had



depression in forehead and it extended as a groove between two parietal bones up to the
occiput (Fig. 1). The skull was brachycephalic. The midface was depressed because of
underdeveloped maxilla, so the mandible appeared prognathic (Fig. 2). The patient gave
history that his mother had same kind of scalp and facial profile. The patient had
abnormal movement of right shoulder and the right side of clavicle exhibited mobility on
manipulation (Fig.1). His long bones of the limbs & bones of digits showed bowing (Fig.
3).

His intra oral examination revealed presence of the following teeth in the oral
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The supernumerary teeth seen in between ' region, and |l were peg-shaped (Fig.4).

1

Further the orthopantomogram outlined the presence of total 64 teeth in both the jaws.
Out of these, 39 were im-pacted and supernumerary and 25 were seen in the oral cavity.
The mandibular notch showed excessive deepening causing the elongated appearance of
coronoid process (Fig. 5).

The gonial angle appeared extremely rounded and lack of definition of the neck of
condyle (Figs. 5,7).

In lateral skull radiograph, there was depression in anterior fontanel region. Both frontal
bones overlapped giving rise to appearance of double density. Posterior fontanel region
also open as seen in radiograph. The lambdoid sut-ure region showed wormian bones
(Fig. 6,9). The hypoplastic appearance of maxilla was clearly evidenced on the lateral
skull radiograph and lateral cephalogram (Figs. 6,7).
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Fig. 1: The Patient of Cleidocranial dysplasia Showing hypermobility of right shoulder
and depressed forehead.

Fig. 2: Patient’s profile showing concavity due to underdeveloped maxilla.



Fig. 3: Patient shows bowing of the bones of hands and feet.

(FOr larger image, click here)
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Fig. 5: Panoramic radiograph shows remarkable number of Supernumerary and malposed
teeth, deepening of mandibular notch and lack of definition of neck of condyle.

Fig. 6: In Lateral skull view depression in anterior fontanel and appearance of double
density because of overlapped frontal bones, wormian bones also seen

Fig. 7: In Lateral cephalogram, underdeveloped maxilla, Deep mandibular notch and
rounded gonial angle seen Cleidocranial Dysplasia — A case report



Fig. 8. Chest radiograph showing hypoplastic appearance of the clavicles, they were not
angulated as normally seen and scapulae were laterally placed.




Fig. 9: P.A. skull radiograph shows open anterior fontanel and sutures of skull.

In posteroanterior radiographic view of chest the scapulae were laterally placed, clavicles
were not angulated as normally seen. The right side of clavicle appeared hypoplastic as
compared to left side (Fig.8).

Discussion

Our observations in this case are the presence of excessive number of supernumerary
teeth in the maxillary mo-lar region and mandibular premolar region in Cleidocra-nial
Dysplasia syndrome [2,9,10]. The latter resemble the premolar teeth. The total number of
teeth were 64, that was in extremely high number [2,9-11]. As mentioned in previous
cases, the fontanels were also open although the patient was in his late twenty years
[1,5,7,8] i.e. 28 years old.

Along with this, an unusual finding encountered was the deepening of mandibular notch
hence elongated appearance of coronoid process of the mandible. The gonial an-gle was
rounded off. There was lack of definition of the neck of condyle. The normal constricted
appearance of condyle was absent. In this case the clavicles were present but not formed
to the full extent, the hypermobility was found in the right shoulder to a greater extent as
compared to the left. [8,10].

The presence of unerupted teeth interfered with day to day dental care of the adult
patient. It is often required to fabricate prosthesis over unerupted teeth [12].

Conclusion

This article presents a 28 year old male suffering from Cleidocranial Dysplasia. This
patient refused an elaborate surgical correction. In this subject fabrication of prosthe-sis
was carried out to replace the missing dentition and advised about the importance of oral
preventive care in daily routine. Such patients should be diagnosed at the early mixed
dentition stage to render treatment at suitable interval in the form of oro-surgical and
orthodontic correction, so that such problems are overcome before adulthood is attained.
The followup is essential in such a syndrome in order to check the development of
odontogenic cysts etc.

This peculiar case has been reported to focus on the unusual findings so that the medical

and dental professionals become familiarize with such features on confronting subjects
with Cleidocranial Dysplasia.

References

1. Shafer WG, Hine MK, Levy BM, Tormich CE. A Text Book of Oral Pathology.
4th ed. Philadelphia: Saunders 2000; 678 — 680.



10.

11.

12.

Murdoch-Kinch CA. Developmental Disturbances of Face and Jaws. White SC,
Pharoah MJ. Oral Radiology Principles and Interpretation. 5th ed. St.Louis:
Mosby 2004: pp 646 — 649.

Regezi JA, Sciubba JJ. Oral Pathology: Clinical Pathologic Correlations, 3rd ed.
Philadelphia Saunders 1999; pp 434 — 436.

Waal I, Kwast WAM. Oral Pathology. Chicago: Quintessence 1988; pp 324-325.
Cawson RA, Odell EW, Porter S. Cawson’s Essentials of Oral Pathology and Oral
Medicine, 7th ed. Edinburgh Churchill Livingstone 2002; pp 155-156.

Russell RCG, Williams NS, Bulstrode CJK. Bailey & Love’s Short Practice of
Surgery, 24th ed. London: Arnold, 2004 pp 478.

Hall RK, Hyland AL. Combined surgical and orthodontic management of the oral
abnormalities in children with cleidocranial dysplasia. Int J Oral Surg. 1978; 7:
267-273.

Migliorisi JA, Blenkinsopp PT. Oral surgical management of cleidocranial
dysplasia. Br J oral surg 1980; 18: 212-220.

Richardson A, Deussen FF. Facial and dental anomalies in cleidocranial
dysplasia: A study of 17 cases. Int J Pediatr Dent 1994; 4: 225-231.

Frame K, Evans RIW. Progressive development of supernumerary teeth in
cleidocranial dysplasia. Br J Ortho 1989; 16: 103-106.

Jensen BL, Kreiborg S. Development of the dentition in cleidocranial dysplasia. J
Oral Pathol Med 1990; 19: 89-93.

Hitchin AD, Fairley JM. Dental management in cleido-cranial dysostosis. Br J
Oral Surg 1974; 12: 46-55.

Correspondence:

Suhail Rizvi

Department of Oral Medicine and Radiology, Jaipur Dental College
Dhand, Tehsil — Amer, N.H. No.8

Jaipur 303101, India

e-mail:

surizvi (at) gmail.com



