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A good review highlighting TGF-� signaling and the fundamental role of  
the Smad family of transcription factor proteins.  

 
4. Ghosh AK. Factors involved in the regulation of type I collagen gene 

expression: implication in fibrosis. Exp Biol Med 227(5):301-314, 2002. 
 

This very thorough review describes the different transcription factors 
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10. Athreya BH. Juvenile scleroderma. Curr Opin Rheumatol 14: 553-561, 2002. 

 
Concise review of this relatively rare disorder in children.   
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A concise review of the environmental agents possibly involved in the 
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19. Clark DA, Coker R. Transforming growth factor- beta (TGF-β). Int J Biochem 

Cell Biol 30: 293-298, 1998. 
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In normal fibroblasts, endothelin-1 ( a potent vasoconstrictor seen in elevated 
levels in the circulation of SSc patients) raises matrix gene expression and 
can induce a fibrogenic process similar to SSc. Potential use of endothelin-1 
inhibitors as antifibrotics for SSc. 
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Part of prior negative therapeutic trial, it shows that the relative risk of dying in 
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24. Ferri C, Valentini G, Cozzi F, et al. Systemic sclerosis: Demographic, clinical 

and serologic features and survival in 1,012 Italian patients. Medicine 81: 
139-153, 2002. 

 
25. MacGregor AJ, Canavan R, Knight C et al. Pulmonary hypertension in 

systemic sclerosis: risk factors for progression and consequences for survival. 
Rheumatol 40(4): 453-459, 2001. 

 
An increased mortality is seen in those patients with high initial pressures on 
echocardiography. Value of echocardiography as a screening tool for 
pulmonary hypertension in all systemic sclerosis patients. 
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