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In vivo function of RNA kinase NOL9 and its relevance to a human disease
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CLP1 and NOL9 are the novel RNA kinase family molecules involved in RNA
metabolism. In this project, we investigated the in vivo function and the relevance to a human disease of
these molecules using these genetically modified mice. Previously, we have reported that the CLP1 Kinase
function dead mutant mice were shown to display a progressive neurodegenerative disease. Then, we further
surveyed the human genome of patients with neurodegenerative diseases and identified a CLP1 homozygous
missions mutation (R140H) in Turkish five families. Now the CLP1 mutation (R140H) associated
neurodegenerative disease is classified as the pontocerebellar h{poplasia type 10. We newly established
NOL9 kinase function dead mutant mice in this project. We would like to clarify the whole picture about
the role of RNA kinase family molecules in vivo.
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DRNA =7 T AP TOND KT oTz
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small RNA 232 <AFMET 2 Z L 3B BT/
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Ko EENRICRET S22 05
ribosomal RNA (rRNA) fR#HCEEE T2 D
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% —¥ RHA CLP1-K127A, & NZEHE CLP 1
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B ENREBINT,

@ CLP1 (K127A) FF—TViEHEXKE~T A D
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D% neo BIET- & loxP BFINFHEA SIS
J LERAEHN NOL9 mRNA D275 A S v 7T
Bl H G AT e Bbil, /v oA
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