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Abstract 
Papillon-Lefèvre syndrome (PLS) is a rare autosomal recessive genetic disorder with a prevalence of one to four cases per million. The disorder is characterized by diffuse or localized hyperkeratosis of the palm of the hands and feet. The etiology and pathogenesis of PLS are still obscure, however, it is caused by a genetic defect located on chromosome 11, which is responsible for coding the cathepsin-C, a lysosomal proteases, present mainly in epithelial regions such as the palms of the hands, soles of the feet, knees and keratinized oral mucosa, which are the most commonly affected areas in SPL. The syndrome has as oral manifestation an fast periodontal destruction that results in the early loss of deciduous and permanent teeth. This study aims to report a case of an 11-year-old male patient diagnosed with PLS at 4 years of age. After this medical diagnosis, the child lost all deciduous teeth due progression of periodontal disease, bone lost and advanced mobility. In the last 2 years, sought the dental service of the Federal University of Goiás-Brazil, where he was being treated in a multidisciplinary way, involving the areas of periodontics (scalling and root planning associated with laser and antimicrobial therapy), pathology, orthodontics, in an attempt to avoid further losses of permanent teeth. With this multidisciplinary treatment, the patient’s and his mother’s satisfaction with the therapies were observed, being offered the conditions to keep the remaining healthy teeth, still seeking to favor the function and aesthetics.
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 Figure 1 and 4: radiographs showing deciduous and permanent teeth respectively with extensive destruction of the alveolar bone. Figure 2: Teeth remaining after extraction of the elements indicated for exodontia. Figure 5: Occlusal view showing orthodontic appliance on permanent teeth. Figures 3 and 6:  front and side views respectively showing the patient's current follow up.
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