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AbstrAct
Objective: to emphasize the importance of Pediatric Dentistry in the dental treatment planning as a first step of rehabilitation in a pediatric patient diagnosed with 
Cleidocranial Dysplasia (CCD). Case Report: this study presents the case of a ten years old girl, with CCD diagnosis, which attended the Sector of Pediatric Den-
tistry of São Leopoldo Mandic School of Dentistry - Campinas / São Paulo sent by orthopedist, your main complaint was the delay on superior anterior teeth irruption. 
Needs preventive, curative, rehabilitative, orthodontic and surgical dental treatment. After an interdisciplinary planning, a treatment proposal was nominated and 
accepted by responsibles’ patient. 
Keywords: Cleidocranial dysplasia; Supernumerary tooth; Osteochondrodysplasias.

Introduction

The cleidocranial dysplasia (CCD) is an autosomal do-
minant inheritance pattern of disease and can also 
happen spontaneously, without gender predilection 

or ethnic group. It is also known as Marie & Sainton Dise-
ase, Scheuthauer-Marie-Sainton Syndrome, Mutational Dy-
sostosis or Cleidocranial Dysostosis.1 The disease was des-
cribed on 1898,2 but the current nomenclature Cleidocranial 
Dysplasia is defined to describe the wide spectrum of signs 
and symptoms.3

Its occurrence is rare, estimated at 1: 1.000,000 born.4 A 
defect of the gene CBFA1, present in 6p21 chromosome, also 
known as RUNX2 (Runt-Related Transcription Factor 2) is 
reported as the origin of the disease.5

Patients with CCD usually have a life without interferen-
ces and major medical complications,6 so the diagnosis of 
the disease may be late.7

However, the clinical phenotype of CCD is quite cha-
racteristic: short stature, due to the occasional stop of long 
bones growth, and clavicles with hypoplasia and malfor-
mation, to varying degrees, and may be absent, unilaterally 
or bilaterally, in 10% of cases. Clavicular hypoplasia gives a 
long neck appearance and allows for extensive shoulder mo-
vements to the point of touching one another in the medium 
body line, and its function is rarely affected.5

In the dental changes, there is atresic maxilla with a deep 
palate resulting relative mandibular prognathism, prolon-
ged retention of deciduous teeth, impacted permanent teeth 
or with late irruption, multiple supernumerary teeth, crown 
and root abnormalities, crypt formation around impacted 
teeth.1

Among the craniofacial characteristics, frontal and pa-

rietal prominence, delayed closure of the anterior fontanel-
le, hypoplasia of maxilla and zygoma, underdeveloped and 
narrow paranasal sinuses, wide nose with depressed nasal 
bridge and ocular hypertelorism.5

In view of all these characteristics, it is evidenced that 
CCD requires great efforts due to the complexity of the tre-
atment, because in addition to the patient’s aesthetic-func-
tional rehabilitation there is also psychological support and 
adequate motivation for the patient and family.1

The importance of a multidisciplinary therapeutic plan-
ning involving several specialties is highlighted, in which 
the success of the treatment depends on the moment of the 
intervention.6

Based on this principle, the importance of Pediatric Den-
tistry is emphasized in the success of dental treatment plan-
ning, since it is the specialty referring to the initial approach 
of the patient. The Pediatric Dentistry approach is always 
preventive, to prepare the patient for the following phases 
of multidisciplinary treatment. It may also be therapeutic, 
when the patient has some prior need to continue treatment 
of oral changes of Cleidocranial  Dysplasia.

Therefore, the aim of this study is to emphasize the im-
portance of Pediatric Dentistry in the dental treatment 
planning as a first step of rehabilitation reporting a case of 
pediatric patient diagnosed with CCD and needs of clinical, 
surgical and orthodontics origin.

Case Report
A 10-years-old female patient was presented with your 

parents to the Pediatric Dentistry Clinic of the São Leopoldo 
Mandic School of Dentistry - campus Campinas / São Pau-
lo, sent by the orthopedist with a diagnosis of Cleidocranial 
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Dysplasia. The patient’s main complaint was the delay on 
superior anterior teeth irruption. The treatment and scien-
tific divulgation were accepted and signed by responsibles’ 
patient on a consent term.

At the general physical examination (Figure 1A) was ob-
served a short stature with a thin trunk, short hands and 
toes, and drooping shoulders, which are found in the pa-
tient’s medium body line when requested. In the facial 
analysis, an enlarged cranial dimension was observed, with 
maxillar deficiency and absence of zygomatic prominence, 
giving the characteristic of a III facial pattern; facial profile 
of an adult, not compatible with the age of the patient.

In the oral examination, maxillar atresia was observed, 
resulting in an arched and deep palate with posterior cros-
sbite. Besides of anterior open bite due to deleterious habit 
(finger) - as observed in Figure 1B. In Figures 1C and 1D, 
we can observe the prolonged permanence of deciduous in-
cisors (51, 52, 61, 62, 72) and delay in the irruption of the 
permanent successors; unsatisfactory restorations with pre-
sence of mechanical failure on teeth 55 and 84; caries lesion 
score 3 active ICDAS on teeth 16 and 26; provisional resto-
rations on teeth 74 and 75.

Radiographic investigations included: panoramic radio-
graphy (Figure 2), in which it was possible to observe the 
presence of eight supernumerary teeth and permanent teeth 
in process of eruption with radicular formation without al-
terations. It was still detected that the teeth 74 and 75 had an 
endodontic provisional treatment without the end of defini-
tive treatment. Teleradiography in the lateral norm demons-
trated maxillar atresia, obtuse gonial angle with vertical 

Figure 1. General physical examination, observing the meeting of the 
shoulders in the medium body line (A); intrabucal examination: occlu-
sion (B), upper arch (B) and lower arch (D)

Figure 2. Panoramic radiography

tendency of mandibular growth, lower incisors with lingual 
inclination at the mandibular symphysis. Periapical radio-
graphys were also performed in the incisor region for the 
numerical identification of supernumerary teeth.

After these complementary exams and associated with 
the clinical examination, it was possible to bring together an 
interdisciplinary team to carry out an integrated planning 
that would allow a holistic approach.

The interdisciplinary team was composed of specialists 
in pediatric dentistry, dentistry for special patients, ortho-
dontists and buco-maxillo-facial surgeon. The following 
treatment sequence was defined: clinical, orthodontic and 
surgical.

The clinical treatment stages developed at the pediatric 
dentistry clinic were curative and preventive, consisting: 
orientation of oral hygiene habits, ionomeric sealant on tee-
th 16 and 26; composite resin repair on teeth 55 and 84; en-
dodontic treatment and aesthetic-functional rehabilitation 
on teeth 74 and 75.

After the clinical treatment was completed, the patient 
began orthodontic treatment for maxillar disjunction, in or-
der to correct the posterior crossbite and improve the shape 
of the upper arch.

The patient is undergoing orthodontic treatment and 
follow-up, waiting the opportune moment for the surgical 
treatment with extractions of supernumerary teeth.

Discussion
Cleidocranial Dysplasia represents pathology of extreme 

importance for the dentist, especially for the specialist in 
Pediatric Dentistry. Knowledge of developmental disorders 
involving cranio-dento-facial structures is very important, 
because are the main reason for dental consultations, evi-
dencing the relevance of the dentist to the diagnosis of this 
condition.5 In the present case, it was possible to observe pa-
thognomonic features, like the absence of clavicles, broad 
skull sutures and many supernumerary teeth, localized in 
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maxilla and mandible. 
Cleidocranial dysplasia should be considered during all 

phases of diagnosis, planning and treatment of the patient, 
it is still a debatable subject among professionals.1 The tre-
atment of the stomatognathic system changes seeks the ela-
boration of an interdisciplinary and complete therapeutic 
planning, with functional and aesthetic oral rehabilitation. 
The treatment objective in our case was an initial approach 
in dentistry (Figure 3), considering both the physical and 
psychological aspects of our patient.

What should not be overlooked is the harmonization of 

the patient as a whole, prior to the therapeutic and preventi-
ve treatment - be it orthodontic or surgical. Biopsychosocial 
care should be attend, which involves balancing the patient’s 
health, the adequacy of the buccal environment and chan-
ging life habits.1

The present study, after preventive care in an initial 
approach, consulted professionals from different specialties 
to build the patient’s treatment plan, considering their ex-
pectations and the family, the biological needs and the ti-
ming of the treatments.

Regarding the dental treatment of patients with CCD 
much has been discussed about, but there is a consensus that 
the intervention is crucial to the success of the treatment, 
and the sooner the patient with CCD is diagnosed and ini-
tially approached, better results are achieved.6

However, it is not always easy to determine the most sui-

Figure 3. Clinical management of DCC pediatric patient

table aesthetic-functional treatment for each patient with 
CCD. The timing of diagnosis can also be suggested as a gui-
de for choosing the treatment model.8 Thus, the earlier is the 
intervention, and the greater is the possibility of reduction 
of surgical and orthodontic extension.

Some studies suggest the extraction of all deciduous te-
eth and the following osteotomy to allow the spontaneous 
eruption of permanent teeth,7,9,10 which differs from the op-
tion followed in this clinical report. In particular, what had 
considered in this case was the priority of the adequacy of 
the buccal environment, with aesthetic and functional reha-
bilitations. As well as the need of previous orthodontic tre-
atment, so that the retained permanent teeth can rupture in 
a healthy buccal environment. Even that a future ortho-sur-
gical traction will be still necessary.

It is evident that the most favorable period for treatment 
is dependent on the degree of root development and amount 
of bone present, which often means performing procedures 
even during childhood.6,8 This fact determines the funda-
mental role of pediatric dentistry, as it will be the profes-
sional trained to deal with the biological characteristics of 
childhood, in time, as well as psychological, of the patient’s 
behavioral conditioning. Even so, in the scientific literature 
there are few articles referring to this pediatric approach in 
patients with CCD.

Conclusion
In view of the complexity of the Cleidocranial Dysplasia 

dental treatment, it is necessary the interdisciplinary plan-
ning among dentistry areas. The Pediatric Dentistry is the 
first specialty to approach the patient. It is responsible of the 
clinical success, which should be based on the therapeutic 
trilogy of preventive, functional and aesthetic goals. Besides 
of it, the pediatric dentistry is the interface of psychological 
conditioning to enable dental treatment in the different spe-
cialties.



249Rev Bras Odontol. 2017;74(3):246-9

6. Machado CV, Pastor IMO, Rocha MCBS. Características clínicas e radiográfi-
cas da displasia cleidocraniana – relato de caso. RFO UPF. 2010;15(3):304-8.
7. Soares AF, Freitas TMC, Nesi MAM, Silva MAM, Medeiros AMC, Souza LB. Dis-
plasia cleidocraniana: relato de caso clínico. Rev bras patol oral. 2005;4(1):38-41.
8. Singh S, Sharma S, Singh H, Wazir ND. Cleidocranial dysplasia: a case re-
port illustrating diagnostic clinical and radiological findings. J Clin Diagn Res. 
2014;8(6):ZD19-20.
9. Daskalogiannakis J, Piedade L, Lindholm TC, Sándor GK, Carmichael 
RP. Cleidocranial dysplasia: 2 generations of management. J Can Dent Assoc. 
2006;72(4):337-42.
10. Mundlos S. Cleidocranial dysplasia: clinical and molecular genetics. J Med 
Genet. 1999;36(3):177-82.

References
1. Bharti K, Goswami M. Cleidocranial dysplasia: A report of two cases with brief 
review. Intractable Rare Dis Res. 2016;5(2):117-20. 
2. The classic: Marie P, Sainton P: Sur la dysostose cleido-cranienne herediataire, 
Rev. neurol. 6:835, 1898. On hereditary cleido-cranial dysostosis. Clin Orthop 
Relat Res. 1968;58:5-7.
3. Lee C, Jung HS, Baek JA, Leem DH, Ko SO. Manifestation and treatment in a 
cleidocranial dysplasia patient with a RUNX2 (T420I) mutation. Maxillofac Plast 
Reconstr Surg. 2015;37(1):41.
4. Silva Junior AN, Hernandez PAG, Vargas IA, Corvello PC, Gehlen DLB, Hoff-
man RR, et al. Displasia cleidocraniana: aspectos clínicos e radiográficos e relato 
de um caso clínico. Rev Cien Méd e Biol. 2007;6(1):122-7.
5. Almeida Júnior VR, Maciel AS, Castro CHS, Santos LCS, Azevedo RA, Rocha 
JRM. Displasia cleidocraniana: relato de caso. Clipe Odonto. 2012;4(1):21-5.

Submitted: 06/08/2017 / Accepted for publication: 08/23/2017

Corresponding Author

Rafael Celestino Colombo de Souza 

E-mail: rafacst@gmail.com

Mini Curriculum and Author’s Contribution 
1. Milena Sierra Drumond da Costa – DDS. Contribution: performed the experimental procedures, bibliographical research and wrote the manuscript.
2. Rafael Celestino Colombo de Souza – DDS and PhD. Contribution: contributed substantially to discussion, bibliographical research, image editing, proofread the 
manuscript.
3. Sanny Bozza Silvestri – DDS. Contribution: performed the experimental procedures.
4. Ana Paula Carvalho – DDS. Contribution: bibliographical research, experimental procedures.
5. Thaís Gimenez – DDS. Contribution: bibliographical research and manuscript writing.
6. José Carlos Pettorossi Imparato – DDS and PhD. Contribution: experimental design, work supervisor.

Initial approach in cleidocranial dysplasia: the role of Pediatric Dentistry


