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Marfan syndrome (MFS) that is a severe, systemic disorder of connective
tissue with predominant involvement of the ocular, cardiovascular and musculoskeltal system.
Cardiovascular manifestations in the form of dissecting thoracic aortic aneurysms, mitral valve
prolapse and myocardial dysfunction are the major cause of morbidity and mortality in MFS. The
molecular pathogenesis of MFS proceeded principally through the activation of TGF-beta signaling and

metalloproteinase expression have shown to cause as a common mechanisms that leads to aortic
degeneration. Here we showed the novel mechanisms of ADAMTSLGbeta on the accelerating ADAMTS4
activity to progress aortic aneurysm and dissection in MFS through versican degradation. Thus, our
results suggest that recruitment of ADAMTS4 to fibrillin-1 microfibril by ADAMTSL6beta promotes
versican degradation and that this axis may provide a new insight for pathogenesis of aortic
aneurysm and dissection in MFS.
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