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Sezl2 gene contributes to the chondrocytes differentiation by modulating TGF-&#223;
signaling during postnatal maxillofacial development.
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It has been suggested that the DGCR2 gene plays a role in the pathogenesis of
22011.2 deletion syndrome. To analyze i1ts function, we used our Sezl2-knock-out/EGFP-knock-1n mice
(Sez12-KO mice). At weaning, approximately 50% of Sez12-KO mice showed mild skeletal abnormalities.
Skeletal analyses revealed maxillofacial malformation in Sez12-KO mice around 6-week-old. In histology,
the knock-in EGFP was expressed significantly in cartilage tissues and especially in hypertrophic
chondrocytes, whose sparseness was observed in cranial base of Sez12-KO mice. Here we examined the Sezl2
gene function with the ﬁrimary cultured chondrocytes from Sez12-KO mice. When TGF-beta was applied, the
Sez12-KO chondrocytes changed to fibroblast-like cell shape with expression of type | collagen. Our

results suggest that Sezl2 plays a role for maintenance and/or survival of hypertrophic chondrocytes by
regulating TGF-beta signaling.
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3 TGFR1 was detected as a Dgcr2-associated protein
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