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Abstract: Dentinal dysplasia type 1 is a rare herediatary disease which is attributed to an automosal 
dominant trait. It’s incidence is about 1: 100.000. Both dentition are affected with, although the involved 
teeth have a normal size, shape and consistency, and they are occasionally amber. The most common 
clinical feature, due to their extreme mobility, is malalignement and malpositioning of teeth. Such a 
mobility is resulted from abnormal development of root structure. In radiographs, the roots are sharp, 
blunt, and conic which can be absent in both dentition. Sometimes, multiple periapical radiolucences, 
without any carious lesion, are observed. There is no treatment for this anomaly and retaining teeth, as 
long as possible, is the main goal. In this article two cases dentinal dysplasia type 1 observed in one 
family, are reported.
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