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LDL-C
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9 PCSK9

1gG2 PCSK9
LDL-C LDL LDL-R
PCSK9 LDL-R LDL-C
PCSK9 LDL-R LDL LDL-R PCSK9
LDL-R LDL-C
PCSK9 PCSK9
LDL-R LDL-R
LDL-R LDL-C
LDL-R
LDL-R LDL-C
HeFH
20120122
LDL-C JAS 2012
HeFH
non-FH LDL-C
52
5 20 mg
12 140 mg 2
Q2w 420 mg 4 1 Q4w
10 12 LDL-C
12 LDL-C
20 85 HeFH non-FH

LDL-C 100 mg/dL



400 mg/dL

HeFH
3 2
3 45 55
3
140 mmHg 90 mmHg 3
110 mg/dL
55 65
HDL-C 40 mg/dL
Q2w 101 Q4w
101 140mg Q2w 101 420mg Q4w 101 404
HeFH 21 5.2% Q2w 6 Q4w 4
140mgQ2w 5 420mg QAW 6
10 12 LDL-C
12 LDL-C
5 20mg
140 mg Q2W 420 mg Q4W
LDL-C
10 12 12 LDL-C
5mg FAS
Q2w Q4w
140 mg 420 mg
mg/dL
49 50 50 50
+ 115.7£26.0  121.9+44.6  114.0+29.2 118.8+36.6
10 mg/dL
49 50 49 50
+ 111.9+25.6 31.1+25.8 113.1+31.4 28.7+19.4
12 mg/dL
49 49 48 50



+ 114.1+25.1 30.6+21.5 117.7£38.4 38.6+17.7
10 12
mg/dL
49 50 49 50
+ -2.6x15.5 -91.1+30.8 1.0+14.7 -85.2+28.3
10 12
%
49 50 49 50
+ -1.28+12.76  -75.28+9.87  0.80x12.22  -71.62+10.24
+ a 0.27+2.21 -73.70+2.26 3.91+2.09 -68.98+2.02
a
-73.97 -72.89
[95% ] [-78.54, -69.41] [-77.22, -68.57]
p 0.001 p 0.001
12 mg/dL
49 49 48 50
+ -1.5£17.2 -92.0£33.9 3.9+16.2 -80.3+27.1
12 %
49 49 48 50
+ -0.28+15.04  -75.16x11.60 2.67+13.53 -67.26+9.67
+ a 1.28+2.43 -73.57+2.48 5.29+2.19 -64.62+2.12
a
-74.85 -69.91
[95% ] [-80.22, -69.47] [-74.60, -65.23]
p 0.001 p 0.001
a
10 12 12 LDL-C
20 mg FAS
Q2w Q4w
140 mg 420 mg
mg/dL
52 51 51 51
+ 90.9+25.5 95.8+23.6 90.7+20.8 98.0£25.6
10 mg/dL
49 49 51 51
+ 88.9+26.2 25.0+£12.8 89.0+18.0 17.4+10.7
12 mg/dL
49 50 50 51
+ 91.3+23.2 26.8+16.4 87.4+22.5 29.4+16.5
10 12
mg/dL
49 50 51 51
+ -1.2+14.0 -69.3+21.5 -2.4+120 -74.6+23.9
10 12
%
49 50 51 51
+ 0.96+20.61  -72.55+14.02 -1.28+13.26 -75.61+9.98
+ a -0.42+3.26 -74.82+3.26 -2.67+2.31 -76.93+2.24
a
-74.41 -74.27
[95% ] [-81.21, -67.61] [-78.93, -69.60]
p 0.001 p 0.001
12 mg/dL
49 50 50 51



+ 0.0+16.5 -69.1+21.5 -2.8+14.5 -68.6+26.2
12 %
49 50 50 51
+ 2.77£23.94  -72.48+14.19 -1.94+15.65 -69.05+£14.61
+ a 1.39+3.51 -74.46+3.50 -3.49+2.67 -70.36+£2.61
-75.85 -66.87
[95% ] [-83.55, -68.15] [-72.88, -60.87]
p 0.001 p 0.001
a
Q2w  495% 50/101 Q4w  525% 53/101
140 mg Q2W  48.5% 49/101 420 mg QAW 44.6% 45/101
3%
3%
Q2W Q4w
140 mg 420 mg
101 101 101 101
15 149 19 188 21 208 15 149
110 3 30 00 110
3 30 3 30 2 20 2 20
00 3 30 3 30 00
00 2 20 4 40 2 20
2 20 1 10 00 5 50
00 1 10 3 30 2 20
00 1 10 3 30 00
2 1 10 00 3 30 1 10
3 30 00 00 00
%
Q2w 5.0% 5/101
Q4w  4.0% 4/101 140 mg Q2W  1.0% 1/101 420 mg Q4W  1.0%
1/101 3%
2 HoFH /
20110233
HoFH LDL-C
10 17 12 420 mg
Q4w Q4w 12
LDL-C



HoFH 12 80
LDL-C 500 mg/dL 10 HeFH
HoFH
LDL-C 130 mg/dL
TG 400 mg/dL
8 LDL
QAW 16 Q4w 33
LDL-C
12 LDL-C FAS
LDL-C LDL-C
mg/dL
16 33 16 33
+ 335.8£146.0 356.0£134.5 335.0£144.8 354.5+136.4
12 mg/dL
15 29 16 29
+ 363.8£164.3 274.2+161.2 357.4+160.2 274.9£162.1
12 mg/dL
15 29 16 29
+ 19.5+67.4 -79.1+84.4 22.4+64.5 -78.6+82.2
12 %
15 29 16 29
+ 6.11+18.25 -26.07£23.21 7.45+19.32 -25.94+22.85
+ a 7.88+5.26 -23.05+3.78 9.02+5.23 -23.09+3.83
-30.93 -32.12
[95% [-43.86, -18.00] [-45.05, -19.18]
p 0.001 p 0.001
a LDL-C 420 mg/dL 420 mg/dL
Q4w  62.5% 10/16 Q4w  36.4% 12/33
4
1 3 0 3 0 2
0 2 2 0



QAW  125% 2/16
Q4w 0% 0/33
3
20140234
LDL-C
30 LDL-
C
4
140mg 2 1 Q2w
420mg 4 Q4w omg 1 1
12 12
140 mg Q2W
420mgQ4awW 40 10 12
LDL-C 12 LDL-C
20 80
—CHD CHD
—JAS 2012
L CK
CK
CK 1
10 mg 20 mg 10 mg
2.5mg 5mg 1mg
CK ULN 10 1
. LDL-C 100 mg/dL CHD CHD
LDL-C 120 mg/dL



LDL-C 140 mg/dL LDL-C
160 mg/dL
TG  400mg/dL
21
40 61
140 mg Q2W 420 mg Q4W
10 12 LDL-C
12 LDL-C
LDL-C
10 12 12 LDL-C
FAS
mg/dL
21 40
+ 181.9+56.1 192.8+53.0
10 mg/dL
20 39
+ 146.4+64.3 78.4+41.5
12 mg/dL
20 38
+ 151.0+63.3 79.7£42.6
10 12
mg/dL
20 39
+ -35.1+22.2 -113.9+37.0
10 12
%
20 39
+ -20.26+11.48 -59.79+15.61
+ a -20.39+3.19 -59.75+2.30
a
-39.35
[95% ] [-47.23, -31.48]
p 0.0001
12 mg/dL
20 38
+ -32.8+23.3 -114.3+39.2
12 %
20 38
+ -18.95+£13.37 -59.45+16.53

10



[95%

I+

]

a -19.13+3.45

-59.27+2.50

-40.14
[-48.68, -31.60]
p 0.0001

17.5%

80.0%

61.9% 13/21

57.5% 23/40

12 5%
21 40
48 1 125 5
00 100 4
95 2 50 2
48 1 50 2
48 1 50 2
00 50 2
0 0 50 2
143% 3/21
7140
12 52 40 58
16/20 78.9% 30/38
12 52 5%
a
20 38
450 9 211 8
50 1 79 3
50 1 79 3
50 1 53 2
00 53 2
0 0 53 2
0 0 53 2
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00 53 2
00 53 2
00 53 2
100 2 26 1
50 1 26 1
50 1 26 1
50 1 26 1
50 1 26 1
CK 50 1 26 1
2 50 1 26 1
50 1 26 1
50 1 26 1
100 2 00
50 1 00
50 1 00
50 1 00
50 1 00
50 1 00
50 1 00
50 1 00
50 1 00
50 1 00
50 1 00
50 1 00
50 1 00
50 1 00
%
a 140mgQ2wW 420mgQ4aw
4
20110118
40 85
1242 62
140mg 2 1
420mg 4 1 2 1
1
13780 13784
27564 225 204 429
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FAS

0.8% 0.9%

13

(N=13780) (N=13784) (95% (N=225) (N=204) (95%
n (%) n (%) ) n (%) n (%) )
1563 1344 0.85 28 12 0.47
(11.34) (9.75) (0.79,0.92) (12.44) (5.88) (0.24,0.92)
1013 816 0.80 11 6 0.61
(7.35) (5.92) (0.73, 0.88) (4.89) (2.94) (0.23, 1.65)
240 251 1.05 1 3 3.27
(1.74) (1.82) (0.88, 1.25) (0.44) (1.47) (0.34, 31.42)
639 468 0.73 6 3 0.57
(4.64) (3.40) (0.65, 0.82) (2.67) (1.47) (0.14, 2.28)
262 207 0.79 6 2 0.37
(2.90) (1.50) (0.66, 0.95) (2.67) (0.98) (0.07,1.83)
965 759 0.78 22 9 0.46
(7.00) (5.51) (0.71, 0.86) (9.78) (4.41) (0.21, 0.99)
239 236 0.99 3 2 0.76
2.73) a.713) (0.82,1.18) (2.33) (0.98) (0.13,4.57)
#. LDL- Cox
77.4% 77.4% 92.0% 85.3%
5%
82% 8.8% 8.7%
8.0% 74% 7.8% 4.8% 5.1%
9.7% 9.0% 0.5%

0.4% 0.5%



JAS 2012

FH

RMP

RMP
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1 2
2 JAS 2012
FH
non-FH
2
1) non-FH
2) 2 FH
3
3)
4)
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FH 2 FH

JAS
2012
HoFH 3 LDL-C 100 mg/dL 50% 4
HeFH ® LDL-C 100 mg/dL 50%
non-FH LDL-C 100 mg/dL
10
2% JAS 2012 pl4 p16
LDL-C 120 mg/dL
3 HoFH 600 mg/dL
LDL
LDL
4 JAS 2012 HoFH
HeFH
5 HeFH 15 3 2
FH
LDL-C LDL-C 180 mg/dL
9mm
FH 55 65 2
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1)
2)

HoFH

LDL

HoFH

420mg
420mg

LDL

RMP
4

HoFH

FH

LDL

LDL-C

27

(2015)

HoFH
2 20110233
LDL-R
LDL-C
20110271
LDL
LDL
1
LDL-C
2012
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