28

29 2017

5



259
260
261
262
263
264



(FH)

2016
12 236 FH214 1 21
FH LDL-C 140.0mg/dl
100mg/dl
2 90% 63%
6 -
2017
2013
2017 2017
10
FH 9 24 FH
76
LCAT
HDL- 20mg/dl




1
Familial
Hypercholesterolemia: FH low
density lipoprotein (LDL)
100 1
120
FH
LDL
30
FH
LDL
21 10 FH

200~500 1

] Familial type 111

hypelipoproteinemia, broad3 disease

(



)E(apolipoproteinE, apoE)

E2/E2 E
E E3
E2,E4 E3/E3
E2/E2 LDL
VLDL
E2/E2
0.2
11
0.01-0.02%
VLDL
LDL LDL-C
TG
LDL-C

broadpf pattern
E phenotype
1l

WHO

FH

27

LPL



HDL-

LCAT
HDL-

LDL-

Electronic Data Capture
EDC Research
Electronic Data Capture (REDCap)
REDCap NIH

REDCap



EDC

1D 2-3)
D
REDCap REDCap
CD-R USB
REDCap HDL
LDL (
1 ) BUN
GOT(AST) (
YGPT(ALT) »-GTP
HbAlc
apoB apoC-11
apoC-111 apoE apoA-1 apoA-11 Lp(a)
(RLP-C) (LPLY(
) EPA  AA EPA/AA
HPLC HDL LDL IDL
VLDL Other PWV
ABI 12
4 1
2
(
(CKD) (PAD)
TIA



2)

LDL-R

PCSK9

LDL

CT/MRI

ARH

3

CD.

2016

12

236



FH(

)214 1
21
FH (
)LDL-C 140.0mg/dl
100mg/dl
53.6 45.5%
56.6%
160.9cm 61.3kg
81.7cm
6.6%
21.5%
14.1%
31.7%
90.2%
62.6% 14
69.6%
39.2% 11.8%
2648.4mg/dl (
)498.5mg/dI 90.5%
25% 66.7%
52.4% 38.1%
33.3%
66.7% 78.6%
57.1% w-3 28.6%

6 LCAT
2017
FH 9 24
10
FH

76



LCAT HDL-

LCAT

LCAT

HDL- 20mg/d|
LCAT



2016

1

2016

5

13

(

) 15:00 17:00

PROLIPID

(@}

oFAME FAME

(@}

27

LCAT
2017

©2017

©2016 7

Recommendation

FH




FH

PROLIPID

- PROLIPID

2016 3
25 30
- FAME PROLIPID

9 8 DOT

oFH

~FH LDL-C accumulative LDL



o TG
(@]
(@]
~ FH
-~ QOL QOL
oaccumulative LDL volume PCSK9
5 PCSK9
(@]
(@]
- 1
- FAME 170 100 FH
(@]
(@]
- HP REDCap
Web
oFAME
N FAME
PROLIPID
o FH
- CCU FH

FH

PROLIPID



PROLIPID

5
o
- LDL-C
2014 9
6
o
B

LDL-C <100mg/dl

FH

20 30

FH

OK



- LDL PCSK9

LDL PCSK9
4
0.15
- FH
~ FH 3 4
severe FH FH
- FH
FH
FH FH like
o ATGL
O
LCAT
1)
2) A-
3 LCAT
HDL-C 15mg/dl



OLCAT

HDL-C

- HDL-C

- HDL-C

HDL-C

10mg/dI 40

10

LCAT

LCAT

25mg/d

LCAT

LCAT

HDL-C

3 2

LCAT

<25

HDL-C
LCAT 20
HDL-C
3
HDL-C
HDL-C
3
3 5
2 5
SRL
2017

2012

100

94-6mg/dl
2

LCAT

LCAT
LCAT

I+



2012 7

O
LCAT
LCAT

o FCHL
N FCHL
O
o7

7
> 7

OB
( )
29
oAMED
Marfan QT

FH

HDL-C

FH

LCAT



AMED

- AMED

240/306

Recommendation

> PROLIPID

> AMED 100



28

2017

15

(

) 15:00

17:00

. PROLIPID
1

. FAME
2017 2
PROLIPID

. FH
FH

_FH FH

10

AMED

.LCAT

LCAT

LCAT

FAME

AMED
FH

PROLIPID

LCAT

FH

DOT

CRF

24

FH




FH

CQ SR Minds
FH
2017 1 30
2 1
6 2
PROLIPID
FAME
2 3
AMED AMED
6
9 172 1
27 1
27 6
27
1) 5pg/ml

4.5ug/ml 2) 3)




LCAT

LCAT

. PROLIPID

2016 12

PROLIPID

PDF

. FAME

FAME
FH

IRB
PROLIPID
CSv

PROLIPID
2016 5
1 250
3
DOT
REDCapID
FAME
2016 3 FAME FH
LDL-C
FH IMT
2
CSv PROLIPID
PROLIPID
REDCap
FAME PROLIPID

250



FAME

PROLIPID
PROLIPID
PROLIPID
PROLIPID
PROLIPID
4
. FH
FH
LDL
LDL-R
LDL
1
LDL-C
LDL-C

PROLIPID

DOT

FAME

AMED
FAME

FH
LDL-C

IRB
PROLIPID
DOT
AMED
LDL
LDL
CPC
LDL FH
LDL-C
150 Lp(d) TG
LDL-C

FH



FH

4
LDL-C
LDL-R
1kg 1
sacrifice In vitro
GFP
AMED
Phase 1
stellate cell
. FH
FH
24
76
AMED
FH

10

LDL

10
FH

LDL-C

10
FH

FH

3 31
LDLR



FH LDLR PCSK9
3
FH FH
LDLR PCSK9 pathogenicity
AMED
FH LQTS
FH
AMED
.LCAT LCAT LCAT
LCAT
2013 5 13
2016 8 8
HDL 1500 LCAT 500
16 40
LCAT LCAT
CKD
HDL

LCAT



LCAT

LCAT

LCAT

HDL-C
20
HDL-C20mg/d|
HDL-C 20

LCAT

LCAT
LCAT
LCAT

PMDA

20

HDL

LCAT

LCAT

LCAT

LDL

LCAT

HDL-C

LCAT



FH

2
FH
JAT
Minds
(CQ)
Minds
FH
Minds

FH

FCHL

PROLIPID

JAS

SR
Minds

Minds

2012 HDL
FH
(SR)
FH
Minds
Minds HP



HDL Cut off

259 LCAT
HDL 10 25 mg/di
LCAT LCAT
70
A
B
—Cytoff ————
1 <1g/dl
2
3 70 Lp-X TG LDL
C
L HDL A-
LCAT
LCAT
D
LCAT LCATF LCATF
3 2
Definte B 1
Probable B 1
Definite Probable
1 LCAT HDL
LCAT
Fish eye disease
2006 7 5
2016 7 28




260

A
55
B
1 6mg/dL
1mg/dL 10 65mg/dL
C
D
ABCG5/8
Definite -1 -12
Probable —1 1 B-1 -1 -2
Possible—-1-—2 B-1
Definite  Probable
LDL-C
2006 7 4
2016 7 28




261

5mg/d

A
HDL 10 5 mg/dl
A- 105 mg/d|
LCAT - HDL
B
C
ABCA1
A B 2
2016 7 4
2016 7 28
HDL Cut off HDL



@ @ _ B
1 1,000 mg/dl
2 *1 HPLC
*1: 4 24 48
(Dafinita): R C
=) jd ~
__ Probable— A
— Possible B
A 1 4 56
< >
AND/OR
AND/OR
<>
B.
1. LPL AND/OR 10
2. C-l 10
3. A5 10
4. LPL C-ll
C
1
2. C-
3. GPIHBP1
4. [ MF1
5. A-
D.
1 Il
2. FCHL
3
Weber-Christian
B SSRI G EHUERIRE, RS, HV TG
SLE
Definite : 1 2
Probable :
1 2 .
12 A 3
Definite Probable
2016 7 4

2016 7 28







263

A
B
1 51a/mi 0.3%
.. 2.350.73p.9/ml
2 27- 30 ng/ml
23
34
4
MRI T2
C
D
CYP27A1
Definite 12 1-1 2 2
Probable 12 1-1 2 2
Possible 12 -1 2 2%

Definite Probable

2016
2016

4

7
7 28




264 B

50mg/dl
15mg/dl
B 5ma/dl
A
B
B
_ AE
C
€] Anderson
B
1 2
1 B
1 1/2
B
D
MTP
Definite B 1 A B B
Probable AB B
Definite Probable
2006 7 4

2016 7 28






