Supplemental figure 1

Flow chart of the study design: 1341 patients were included in Genkyst study between 2010 and
January 2015, from which 973 were finally entered in the multivariate analysis. In addition to
the 70 patients in whom the mutation was not identified, 298 patients were not entered in the
final multivariate analysis either because they were under age 35 and had not developed
hypertension and urological complications (n=128), either because of one or both of these

clinical data were missing (n=170).
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Supplemental figure 2
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Comparison of renal survival curves in the three prognostic groups, low (green), intermediate
(blue) and high (red) risk of progression to ESRD, in the developmental cohort (solid curves) and
the 10 training data-set pooled together (dotted curves). Renal survival in the developmental
cohort and the 10 training data-set pooled together did not differ.
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Supplemental Table 2

Performance characteristics of the PROPKD score for the additional cut-off points (or
thresholds) of 1, 2, 4, 5, 7 and 8 (in complement to the main data presented in table 5) and for
different censored ages. The test is positive when the score is greater than the cut-off point and
negative when the score is less than or equal to the cut-off point (n=973 patients).

Censored age, Se (SE_Se) % Sp (SE_Sp) % PPV (SE_PPV)% NPV (SE_NPV) %

years

40 100.0 (0.0) 16.9 (1.3) 4.5(0.8) 100.0 (0.0)
45 10.00 (0.0) 18.4 (1.5) 11.8(1.2) 100.0 (0.0)
50 100.0 (0.0) 22.7(1.8) 26.6 (1.8) 100.0 (0.0)
' 55 97.7 (1.0) 27.0(2.3) 42.7(2.1) 95.5 (2.0)
60 96.4 (1.1) 34.6 (3.1) 60.2 (2.3) 90.6 (2.9)
65 95.0 (1.3) 445 (4.3) 72.6 (2.4) 85.2 (3.7)
40 100.0 (0.0) 28.2 (1.5) 5.2 (0.9) 100.0 (0)
45 97.5(1.7) 29.9 (1.7) 13.2 (1.4) 99.1(0.6)
50 96.3 (1.5) 34.1(2.0) 29.0 (1.9) 97.1(1.2)
: 55 92.4(1.7) 39.6 (2.6) 46.0 (2.3) 90.3 (2.2)
60 90.8 (1.7) 50.6 (3.3) 65.4 (2.4) 84.3(2.8)
65 87.4 (1.9) 58.4 (4.2) 76.5 (2.5) 75.0 (3.6)
40 94.4 (3.8) 56.2 (1.7) 7.9 (1.3) 99.6 (0.3)
45 87.8 (3.6) 59.5 (1.8) 19.1 (2.0) 97.8(0.67
50 78.2(3.2) 65.5 (2.1) 38.8(2.7) 91.5 (1.4)
* 55 70.7 (2.9) 71.3(2.4) 58.9 (2.9) 81.3 (2.0)
60 65.0 (2.7) 80.1(2.6) 77.0 (2.8) 69.1(2.5)
65 60.4 (2.4) 85.4 (3.0) 86.5 (2.7) 58.2 (2.9)
40 82.6 (6.4) 71.7 (1.5) 10.4 (1.8) 99.1(0.4)
45 72.0 (5.0) 74.9 (1.6) 23.8(2.7) 96.1(0.8)
50 60.4 (3.8) 80.6 (1.7) 46.6 (3.4) 87.9 (1.4)
’ 55 48.4(3.1) 83.3(2.0) 61.8 (3.6) 71.4 (2.0)
60 44.5(2.7) 90.5 (1.9) 82.7(3.2) 61.4 (2.4)

65 41.0 (2.6) 94.9 (1.9) 92.6 (2.6) 50.9 (2.6)




40 28.3(7.6) 94.4 (0.8) 16.7 (4.8) 97.1(0.6)
45 22.2 (4.5) 95.0 (0.8) 32.8(6.3) 91.8 (1.0)
50 16.2 (2.8) 96.5 (0.8) 56.1(7.3) 80.5 (1.5)
55 13.0 (2.0) 97.0 (0.9) 70.7 (7.1) 66.7 (1.9)
60 11.5 (1.7) 98.3(0.9) 87.2 (5.8) 52.0 (2.1)
65 10.4 (1.5) 99.3(0.7) 95.6 (4.2) 41.7(2.2)
40 14.0 (5.8) 97.6 (0.5) 18.9 (7.7) 96.6 (0.6)
45 10.5 (3.3) 97.7 (0.6) 33.5(9.3) 90.9 (1.0)
50 7.2 (1.9) 98.3(0.5) 54.7 (10.8) 79.1(1.5)
55 6.6 (1.5) 98.9 (0.5) 77.2 (9.8) 65.5 (1.8)
60 5.5(1.2) 99.6 (0.4) 92.8 (6.8) 50.7 (2.1)
65 4.9(1.1) 100.0 (0.0) 100.0 (0.0) 40.4(2.2)
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