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Development of a new experimental model for fibrodysplasia ossificans progressiva

KATAGIRI, TAKENOBU

2,800,000

Fibrodysplasia Ossificans Progressiva: FOP
FOP ALK2 R206H Te
t-0ff ALK2(R206H) ES
Dox ALK2(R206) ES
ES in vitro FOP

Fibrodysplasia ossificans progressiva (FOP) is a genetic disorder characterized
by progressive heterotopic ossification in soft tissues, such as skeletal muscle, tendon and ligament.
ALK2 was identified as a molecule responsible for FOP, and an R206H mutation of ALK2 was found in
patients with typical FOP. Recently, we established mouse ES cell lines, which express human ALK2(R206H)
under the control of Tet-Off system. In the ?resent study, we analyzed karyotypes of the ES cell lines
and found that they had a translocation, duplication and an addition of a fragment of chromosomes. In the
absence of Dox, they differentiated to chondrocytes in vitro in response to a stimulation by the TGF- 3
family ligand. These results suggest that the ES cell lines are novel model systems for FOP, at least in
in vitro.
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