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Data from serial renal magnetic resonance imaging of the Consortium of Radiologic Imaging Study of 
PKD (CRISP) autosomal dominant polycystic kidney disease (PKD) population showed that cystic
expansion occurs at a consistent rate per individual, although it is heterogeneous in the population, and 
that larger kidneys are associated with more rapid disease progression. The significance of gene type to 
disease progression is analyzed in this study of the CRISP cohort. Gene type was determined in 183 
families (219 cases); 156 (85.2%) had PKD1, and 27 (14.8%) had PKD2. PKD1 kidneys were 
significantly larger, but the rate of cystic growth (PKD1 5.68%/yr; PKD2 4.82%/yr) was not different (P =
0.24). Cyst number increased with age, and more cysts were detected in PKD1 kidneys (P < 0.0001). 
PKD1 is more severe because more cysts develop earlier, not because they grow faster, implicating the 
disease gene in cyst initiation but not expansion. These insights will inform the development of targeted 
therapies in autosomal dominant PKD.
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