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Analysis of bone metabolism based on mutant ALK2 receptor assosiated with FOP.
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Fibrodysplasia ossificans progressiva (FOP) is a rare hereditary disease, which
is characterized by postnatal progressive heterotopic ossification in skeletal muscle through
endochondral ossification. ALK2(R206H), a gain-of-function mutant of BMP type I receptor ALK2, have been
found in patients with FOP, activates downstream signaling and induces heterotopic ossification. We have
generated transgenic mice, in which ALK2§R206H% is expressed under the control of Cre/LoxP system. In the
present study, we established a new model of chondrogenesis in vitro using the skeletal muscle cells
prepared from ALK2§R206H Tg mice. In conclusion, we established a new model of chondrogenesis using
skeletal muscle cells. This in vitro model may be a useful tool to clarify the pathological mechanism of
FOP and to develop a new treatment for FOP.
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