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Generation and characterization of BCOR-ITD tumor models

Ueno, Hitomi

3,400,000
BCOR BCOR-1TD
Bcor-1TD
Bcor-1TD
Bcor-1TD ES
Bcor Bcor
BCOR BCOR-ITD
ES BCOR-1TD
BCOR-1TD

To elucidate how BCOR internal tandem duplication (BCOR-1TD) causes
tumorigenesis, we attempted to generate model mice and model cells with Bcor-1TD. In this study, we
applied genome editing in fertilized eggs, which resulted in unintended mutations in some cells,
making it difficult to create a line of Bcor-1TD mice. However, we succeeded in establishing
Bcor-1TD positive ES cells and fibroblasts from heterozygote mice.

The Bcor-1TD-expressing fibroblast cell line showed an upward trend in the expression of Bcor
compared to the wild-type expressing line. In fibroblasts, when the activated X chromosome was
Bcor-1TD, the gene expression of Bcor tended to increase than that of the wild type. This result is
consistent with the over expression of BCOR-I1TD in clear cell sarcoma of the kidney, suggests that
mutation acquisition may result in regulated BCOR gene expression.
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