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Oral health care for patients with rare disease
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|_ABSTRAC

When planning dental treatment for patients with rare diseases, a comprehensive evaluation of the patient's
systemic condition, including oral examination, general growth, developmental stage, and medical history, is
required. If the disease itself causes orofacial complications, it is essential for dentists to understand the disease
and actively implement preoperative treatment to prevent complications such as infection and bleeding in col-
laboration with the primary physician. In addition, for patients who have difficulty with oral care due to a decline
in intellectual ability and physical function, the role of the guardian and caregiver is important, and it is necessary
to create a dental home environment. Patients with low compliance levels may consider dental treatment under
general anesthesia and should receive continuous oral care, including dental adaptation training. Ultimately, it is
essential to instruct patients and their guardians so that they can take care of their own oral health as they grow.

(J Korean Dent Assoc 2025; 63(3): 91-95)
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Table 1. Systemic diseases associated with developmental disorders of teeth and eruption disturbances

Initiation stage Calcification stage Eruption stage Exfoliation stage
Congenital tooth Supernumerary tooth Enamel hypoplasia Premature eruption of Delayed eruption of Premature loss of primary
agenesis permanent tooth permanent tooth tooth

Fctodermal dysplasia  Cleidocranial dysplasia ~ Down syndrome precocious puberty Down syndrome Familial fibrous dysplasia
Clefting Gardner syndrome Tuberous sclerosis Acrodynia Cleidocranial dysplasia ~ Acrodynia
Down syndrome Down syndrome Epidermolysis bullosa Hyperperthyroidism Hypothyroidism Hypophosphatasia
Chondro-ectodermal  Craniofacial dystosis Hurler syndrome Hand-schuller-Christian ~ Hypopituitarism Pseudohypophosphatasia
dysplasia Oro-facial-digital Treacher Collins syndrome disease Achondroplastic Cyclic neutropenia
Reiger syndrome syndrome Phenylketonuria Hemifacial hypertrophy ~ dwarfism Hyperpituitarism
Incontinentia Pseudohypoparathyroidism ~ Hypophosphatasia Craniofacial dystosis Juvenile diabetes
pigmenti Tricho-dento-osseous Sturge-Weber syndrome  Rickets Papillon-Lefevre
Oro-facial-digital syndrome Papillon-Lefevre Gingival fibromatosis syndrome
syndrome Vitamin D-dependent rickets ~ syndrome Chondro-ectodermal Langerhans cell
Williams syndrome Lesch-Nyhan syndrome dysplasia histiocytosis
Craniosynostosis Fanconi syndrome Gardner syndrome Aplastic anemia
syndrome Sturge-Weber syndrome Leukemia

Turner syndrome
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Table 2. Rare diseases with high infection risk

Disease

Risk factors for infection

Tetralogy of fallot
Atrioventricular septal defect
DiGeorge’s syndrome

De Lange syndrome
CATCH22 syndrome

Williams syndrome

Ventricular septal defect

Cardiac malformation
Rubinstein-Taybi syndrome

Down syndrome

Ventricular septal defect, pulmonary stenosis, overriding aorta, right ventricular hypertrophy
Atrial septal defect, ventricular septal defect, anormaly of atrioventricular valve

Cardiac defects, congenital hypoplasia of the thymus

Cardiac defects, hypoplasia of the thymus

High risk of respiratory infections, atrial septal defect, ventricular septal defect

Compromised immune system, congenital heart disease

Table 3. Antibiotic regimens for a dental procedure regimen with a single dose 30-60 min before procedure

Situation Agent Adults Children Route of administration

Not allergic to Penicillin Amoxicillin 2g 50 mg/ke Oral
or Ampicillin Ampicillin 2g 50 mg/kg IMor IV
Cefazolin or Ceftriaxone lg 50 mg/ke IMor IV

Allergic to Penicillin or Cephalexin 2g 50 mg/kg Oral

Ampicillin . . ) .
Azithromycin or Clarithromycin 500 mg 15 mg/kg Oral
Doxycycline 100 mg 2.2 mg/kg (<45kg) Oral
100 mg (045kg)

Cefazolin or Ceftriaxone lg 50 mg/kg IMor IV

IM: intramuscular, IV: intravenous
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Table 4. Bleeding risk during dental treatment in patients taking antiplatelet medications

Very low Local anesthesia, basic periodontal examination, conventional root canal treatment, supragingival scaling,
restorations with supragingival margins, adjustment or modification of orthodontic appliances

Low Simple extraction of up to three consecutive teeth, intraoral incision and drainage, periodontal probing at six sites
per tooth, subgingival root planing, restorations with subgingival margins

High Simple extraction of more than three consecutive teeth in the same area, surgery requiring flap elevation,

alveoloplasty, hard tissue biopsy, soft tissue biopsy >3 cm, placement of more than three implants, gingivoplasty
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