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Familial Occurrence of Dentin Dysplasia Type |: Case Report
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—Abstract

dentinogensis imperfecta.
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Dentin dysplasia is a rare hereditary disturbance characterized by a dental anomaly of the dentin layer. The
etiology is unclear, and this rare hereditary disturbance affects approximately one person in every 100,000.
Dentin dysplasia is classified into two types, radicular dentin dysplasia as type I and coronal dentin dysplasia as
type II. The characteristic clinical findings of dentin dysplasia type I are normal appearance of the crown and
hypermobility of teeth. The radiographic findings are obliteration of all pulp canals, short, blunted and mal-
formed or absent roots. Dentin dysplasia type II as coronal dentin dysplasia shows similar clinical features with

This report shows a case of dentin dysplasia type I affecting one family except the father. The clinical, radi-
ographic and histopathologic findings of this family are presented.
Dentin dysplasia type I is difficult to diagnose unless dentist performs radiographic examination. If the affect-
ing patient does not get regular dental care, dental abscesses or cysts may form spontaneously without caries. In

this regard, early diagnosis is important to prevent premature loss of dentition.
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Fig. 1. Intra-oral views of proband show normal crown morphology and calculi deposition on the mandibular permanent central incisors. Note that all teeth
have normal crown colors except the right maxillary deciduous canine is discolored gray-brown.

Fig. 2. Panoramic radiograph shows short, blunted, and cornical-shaped
roots and obliteration of pulp chambers and canals.

Fig. 3. Periapical radiographs show malformed and short roots on the

maxillary and mandibular incisors. Pulp canals are almost obliterated and
crescent-shaped pulp remnants are shown.
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Fig. 4. (A) Periapical radiograph shows almost exfoliated right mandibu-
lar deciduous canine. (B) Ground section view of a extracted primary
canine from the proband. Note normal outline of the tooth and normal
enamel and coronal dentin. The crescent-shaped pulp remnant is showing
approximately parallel to the cementoenamel junction, after which there
is an abrupt change to dysmorphic dentin.
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Fig. 5. Intra-oral views of proband's elder brother. Note normal crown morphology and color, and diasterma, prolonged retention of the right mandibular
second deciduous molar, and calculi deposition on the mandibular permanent incisors are observed.

Fig. 6. Intra-oral views of proband's elder sister show normal crown color and morphology except the left mandibular permanent first molar affected enamel
hypoplasia.
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Fig. 7. Panoramic radiograph of proband's 13-year-old elder brother
shows short, blunted and cornical shaped roots and obliteration of
pulpchambers and canals.

Fig. 8. Panoramic radiograph of proband's 12-year-old elder sister. Note
short, blunted and cornical shaped roots and severe calcification and oblit-
eration of the pulps.

Fig. 9. Panoramic radiograph of proband's father shows normal crown
and root morphology. Dental defects, carious lesions and residual root are
observed, but normal pulp chambers and canals are shown.
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Fig. 10. Panoramic radiograph of proband's affected mother. Note severe
calcification and obliteration of the pulps and periapical radiolucecies on
the intact right mandibular first and second molars. Short, blunted, and
cornical shaped roots on the entire dentition and W-shaped roots on the
mandibular posterior teeth are observed.
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Fig. 11. Pedigree of this family shows autosomal dominant trait with high
degree of penetrance.
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