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Establishment of a new mouse model of cledocranial dysplasia by TALEN mediated
genome editing
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A new mouse model for cleidocranial dysplasia (CCD) has been successfully
established by introducing the R232Q mutation into mouse Runx2 gene using transcription
activator-like effector nucleases mediated gene editing. Two lines of mutant mice with the
frameshift mutations (1-bp or 2-bp deletion) have been also established. In homozygotes of these
mutant mice, intramembranous bone formation was not observed, as previously reported in Runx2 null
mice. In 4-month old heterozygotes, supernumerary teeth in some CCD patients have not been observed
in mutant mice with R232Q, but the length of the tooth root in the heterozygotes was shorter than
that of wild type.
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