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Six developmental dental rare diseases
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Hyo-Seol Lee
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Developmental dental rare diseases are conditions that affect the formation, development, and structure of teeth,
often caused by genetic and environmental factors. These conditions can impact the shape, size, color, or number
of teeth and, in severe cases, lead to functional and esthetic problems affecting oral health. Representative dis-
eases include dentinogenesis imperfecta, Amelogenesis imperfecta, oligodontia (hypodontia), regional odonto-
dysplasia, molar-incisor hypomineralization, and molar-incisor malformation. Medical and dental diagnoses,
along with appropriate dental treatment and management, can alleviate symptoms and improve the quality of
life for affected individuals. Orthodontic treatment, prosthetic rehabilitation, and surgical interventions may be
required. Additionally, regular dental check-ups are essential during the growth period and beyond to ensure
long-term management of these conditions. (f Korean Dent Assoc 2025; 63(3): 96-110)
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Figure 1. Clinical image of dentinogenesis imperfecta: the primary dentition exhibits brownish to opalescent discolor-
ation, with enamel destruction beginning from the incisal edges of the anterior teeth and the occlusal surfaces of the
posterior teeth.
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Figure 2. Radiographic image of dentinogenesis imperfecta: the root canals are ex-
tremely constricted, nearly closed, and root fractures are also observed.
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Figure 3. Clinical images of amelogenesis imperfecta: Left: hypoplastic type, middle: hypomaturation type,
right: hypocalcification type. Adapted from Sabandal MM, Schifer E. Amelogenesis imperfecta: review of
diagnostic findings and treatment concepts. Odontology 2016; 104: 245-56.
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Figure 4. Clinical image of partial anodontia: a 10-year-old patient with
multiple missing teeth. Adapted from Kim JY, Lee KH, La JY, Lee DJ, An SY,
Kim YH, et al. Removable flexible denture for children with oligodontia: a
case report. ] Korean Acad Pediatr Dent 2009; 36: 150-6.
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Figure 5. Radiographic image of a patient with partial anodontia: the radiograph reveals multiple miss-
ing teeth along with morphological abnormalities of the maxillary first molars. The missing permanent
teeth include six maxillary anterior teeth, maxillary left and right second premolars, mandibular left
and right central incisors, and mandibular left and right canines, totaling 12 missing teeth. Adapted
from Kim JY, Lee KH, LaJY, Lee DJ, An SY, Kim YH, et al. Removable flexible denture for children with
oligodontia: a case report. ] Korean Acad Pediatr Dent 2009; 36: 150-6.
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Figure 6. Clinical image of regional odontodysplasia: the partially erupted max-
illary right first molar exhibits an irregular yellowish-brown appearance and an
abnormal crown morphology. The maxillary right permanent central and lateral
incisors have failed to erupt due to incomplete crown development. Adapted from
Song J. A clinical and radiological study of regional odontodysplasia: five-year fol-
low-up. ] Korean Acad Pediatr Dent 2014; 41: 322-7.
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Figure 7. Radiographic image of regional odontodysplasia: the maxillary right first molar
appears as a 'ghost tooth" with an abnormal crown and root morphology. Additionally,
the maxillary right permanent central and lateral incisors display underdeveloped "tooth
buds." Adapted from Song J. A clinical and radiological study of regional odontodysplasia:
five-year follow-up. ] Korean Acad Pediatr Dent 2014; 41: 322-7.
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Figure 8. Clinical image of molar-incisor hypomineralization (MIH): this condition presents with various colors and

morphological changes.

Figure 9. Post-eruption breakdown: molar-incisor hypomineralization (MIH) can exhibit a

pattern of post-eruption breakdown.
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Figure 10. Severe molar-incisor hypomineralization radiograph: extensive enamel defects are observed
in the first molars.
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Figure 11. Atypical restoration of severe molar-incisor hypomineralization (MIH). A. Severe MIH
restored with glass ionomer cement in an atypical manner. B. Severe MIH restored with com-
posite resin in an atypical manner.
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Figure 12. Clinical image of molar-incisor malformation (MIM): The affected maxillary first molars appear rela-
tively intact in crown shape, while the maxillary central incisors exhibit a wedge-shaped notch at the cervical
region. In the mandible, the first molars affected by MIM were extracted, and space maintainers were placed.
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Figure 13. Radiographic image of molar-incisor malformation. The affected maxillary and mandibular

first molars and primary molars exhibit thin, elo
maxillary central incisors is also visible.
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