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Q7 27

FIEME R O L A 50— )VIUE 298 D i hiige

Wik EETD, ZRH
KB EERFERL R R B i B
NIFECHIC
FHEMH S 3L X 7 0 — )b i %EFamilial

Hypercholesterolemia: FH) 1%, &LDLI L A5 0O—)b
(LDL-O) fiufie, FIEMeEEhiREE, - R aEz 3
FHMETLEEMERT, FERBHZRE, HEHAREH
B G ERERD ERZ2E2 Y, FHIIZAETRLD &
LDL-CififE 2/~ U, #HHEM K 0D BIREE(LIEDHEIT I 5 72
W, ik B AR P AR O R Y RIG 12 & W FHA T O %
IR TIIRBIEDO BIETI0~505%, ZMETHO~T0R DM
I ZE P OME TR & DTHENIRER ZTIET 5 2 &
LY, ZORBOEERZ &3, RHICBEL CEY)
IR E(TO 2T, BIRELOIEE, EREE TS
5L ThHb,

20224 1T GET E Nz TEIAREE(LIMEIE B TR T A RS 1

> 20221 TR, BWHHEEORREZRELNSKEE
Fo7o, THRAAERIU L) T, 7F L AREED

HMENEHEINZ &, [FHEMLSEES ) BNREIN

Z eV DN ASEAR ] TIE#izic [FHEEW] 28
FEINLY, ARTIE, HESETIEBT 25EE
THDIZHhmb 5T RESI LT WFHO SR LD
R 2 & OERIR N - BRSO W TRIT 5.

2)FHDES
DIPEIZBWTFHO AR, —MALDD300A12 1
ARRE, HEIREEDOIONIC 1 ARE, BFEMEEIRE
BOEERLDL-CIUEDISAIC | ABEEEZEZSNTN
5D, FHIZEHMEZRSH > &b X< BT 20108
A DEWELEEREETH D L5425, FHREEANK
1Z, AN ARBEEEZSNTVWS,

3 )FHD 2k
() R AFHD 21K
BWHNER R LIORT Y, BBEEIT201THERO B DY)
EREEL DD, 7F L ARERIXERZICEZLZ2HDD

x£1 BRAGSELILE) FHORZEE%E EIRE(LIEREFBIHA RS54 22022)

1. &LDL-Cifiifie (Rig#efs OLDL-Cfi 180 mg/dLEA 1)

2. BEEAN (FE, N, BREELRY F L RARIER) & 2 WIS S A

3. FH® % WIS B IEMEEBIRA R O F M G — B I#E)

O DTN - FrFEMENEE
O TIZHEMIREF DOLA
® 7 F L A AL I XER R 1T

14£5.5 mmPL EiC T2Kd 5,
© | JEFE IR A E I IR IR AT R,

BEIEERIN L 2 L TRMT 5.
, BEOE oNT RS IREEEZEITT S
KO FBHES0 mmPL Lk, LTS mmPAE, &5 WITEEERICE D BHE60 mmELE, #«

© FLFE MR Eh R ;t% Tét55ﬁik(ﬁ L6 A CHEE L 7o e BRI R EE T B

® 2 HHL L& ZFH &2W7 %,

® QIEEL/U:%?{%K.JC‘EI/\%A'C ®, LDL-C/3250 mg/dLEA LD B, &2 WiE 2 £7213 3 i/ LLDL-CAY160

mg/dLEL EDBEIFFHZ®R S5,
ORI FRMEE L T A RN D DL EIEIFHERZKT 5,
OFHREHEAKRNEEDLN 2 B AL EFIREICEL
FRAENEHTH %,
O Z DBWIHMEIIFHAREHARICH Y TITE S,

LML L, ZEOE L WFHAT OESAEE W HiER

OFHEZW LA, FRICTODWTHIAND Z &N HRIN S,
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FHAENHE T80 mmbPL E, ZPETTS mmPl BIcAEHE X
Nize WEROXBIRETO N v A 7l mm) 1T
OTTHEITRNEINZHDTHD, %Efﬁ>mbx~7‘ifﬂi
ERERNWZ ENEEIN TN, HRIZBWTTGEREWN
ICZ W S N=FH 48541 2 & £986 61 O fdT 2 5, i
2y M A ZMEIZHE TS mm, 7.0 mmE T 52021
FOWEED EITHFL, REEERBENPSEEE L
T, B mmbL F, TS mmPhEE Y F 1L
ANEREIEN B B E T2 Z LITEBEIN, £z, BEK
ETOFMIC DN THEEAEDHEAD, BHE6.0 mmbs
b, eSS mmPL ETY F L ARBIEN D D & ZWd
HZEERDT,
FHOBZMIZBWTERTNEHE LT, 2L
2 EOEERERE GO 2B —REYICLDL-CHY
BFT2ZENBHEEINTNWSY, EXPLORE-JIFZEIC
BWTIE, 2MELDHMEERFEICBWT, BEOZMLYE
SBWIMMTERWEANSW I ERmEaINL?, 2kl
DEFEEBRT DT, FHOZHOAEELZF<
e, 7L AEOMBZOREEDOPE & ARICIET
NETH D, £, FEAI V=22 T (AT —RX
7= ) BITO ZET, BEFENSFHEEZ R
DUHL, BRI ORT S ZENREE RS -0
AT D BN H D,
) /NEFHD 2
INBIZBWTHBMELE R 2) DIZRAMITIZ20174E
fR1OZBEEL 2B & TR > TWWb, FHAT OSSR TIZ
WE, NN R AL T L AR &0 F ik
i 2RO RNz, MONEEREEZRIA L T,
%uncmﬁ&%%@afﬁﬁﬁé:tﬁ%$&ma
UL, BIRITIEFMR KGR OREERAE L Wl dH
0, FICERHEREZRETEFHOZHICE S 20
Bl 20, 20224ERRIC BN TIE, #H7ziC [FHEEW ] 7

RIESERGE 82, 1: 27~33

BEIN=, THUI/NEHOFHD /3 U gl ZE D7 L,
HREZREEDDIVEKEZ LT, BN S5DL WA
EEDTHMNIC 7 A 0—L TN ZENEBEESLZ S
N TH5, [FHEEW] ZRETHICHD, Fik
JEDFNMETE S N7z, 201 TEMIIFHD 5 R & 85
PR BRI B O KRR & RSN > TWizdl, FlEZEin
SaiEl 7. RIEMEEBIIRE R O FKIERIE/NE TR
IR BB EN L, FHUNDEKS H 272D
TH5,

NI, RRICRRENCIZLDL-CEIC AN R s b 2
IHEBEDBIETH B, HEITIH U THEHEERA 2170
T D, BWINEHL WEE, KOO AN Z R
WA EFHREEARNPRDODN S 5EI1CE, HMEES
KL, BIRFIREDEET 5.

4 )FHMDJRHEE
FHId, &LDL-CifiifE, FIEUEaEEIREE, M- &g
HENEE 3 B E T 2% R EREETEE (R (EHER) TR
BTh2,
(1) FHO ifn 7% i 2 il
FHA T OESARDIMER D L X7 0—) L #EO 513
320~350 mg/dITH D, fHx DREFICLDIMIBEIL X7
O—)UEDIES DEIZREZW, Bujosickiug, HAA
FHA T O#A 6414 O RIBERSEHLDLI L A5 0 —
JV(LDL-C) 13248 mg/dL (B 129644, 22143454, Fi
W51 Tho 72, FHOMBEHIZHEML TWwsa L
A7 0—)UZEICLDLTH 0, Taiod &l e w5l &
RIFNZN, UL, MUTULTA ROMNERD
LEMBED SN, ZNSIEFTbEERS,
(2) FH & @ fiRfgi{L
FHA T O# A EKICRT 2 BIRE{E O Z 0 Hi2i
JEGINT K B EEZEDRE W, BIEO L AHEIIRE B % #

&2 NEOSERS) FHORZETRLE (BIIRELIERETFHA A K51 22022)

1. &LDL-CIfiifie (Rif %R OLDL-CHE 140 mg/dLEA |, #EIEIHERD)

2. FHOFGEE Bl £ 7213 F )

3. HOLDL-CA%180 mg/dLEA b 7213 7R B IR B D FRIEHE (FLARE = /2138

il DEFENE: - FeFetk @ LDL-CIfiLiE 2 FRst L,
IHH 1 &£ 2T, FHERZET %,

IHH 1 & 3T, FHEWERZKT %, AADLDL-C 180 mg/dLLA EOHAEIIFHEZ KT 2,
EHH 1 ®ATH, 250 mg/dLLL RIZFH, 180 mg/dLLL RIZFHEEW 2T 5,

O LDL-C/3250 mg/dLEL EDgE

PEGHEIGED 5N HE

. REEAGEZENT .

O & NICFHO B R IR TAERN & 5B ERFHEZW T 5. Bl E 7213 MR FHY FE S 2 728 2 A9

FHOZ I (THH 2) ITA 5.
® FRMEH B RE R
OFHEE W FIIZ R 2 E L IRE K MREDLETH D

13, BYESS A, 65 T RIE L e BRI R & EFET D,
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B DFEMmMNE <, REEEDE W, JFEFEME SR mER
BIC K 2FETIE, EEIREROREEL, BIETI0
RS, ZHETHENSHML, BHEDIE D EEE
ERTZENBEINTND Y, EEIRKELEDIEH,,
EVEBIIREE LI R BRI R BRI & LTINS Z &
BHD, TOHEEIIR26% EMEINTND, MIME R
HBITDWTIE, BE#E S IIFHO R T F4145 O T DI ZER
hIBETERD, —RHAAND S D LENNRN T &2
LTWb, —%, 71272 RIZBWTIEFHME O
FMET, MHZEOHEEL, —BRAD0BTHoEH
HINTWD, BZEMEBIREELIE GRS B IRE £ PAD)
1%, 8—16% OFHEIC AP T 2, SHEHIRS KRB IR
d—Fr AT, NE—HEOEI NFHIZB W TIEEL
TWaEREINTND,

(3) FH & KB iR pess

FHEZEIZBWT, dBRERSRDHENS <, £
MmPRICEEd 5, —F, FHREEAKIIBWTII,
15 B B IR 2 & EEE K BRI B A2 E D & DF B 3 PART &
DIREINTERZW, LaLl, KREIMRFPIRAEICEI L T
13, F& B3 (SupraValvular) THh B EN L <, Eikix
JRRE LR I N T & 7z, WAEITR D, the ORI
b & 3T — R R GEFHR) TR B)IRF A0 O #% 73
BELTWA YD, KREIIRFHALE T KBIRFP LA 5 &
FEQIEIRR I 2R CEIELT 5 LRI, RIREL
T OBIREIERI OB FESIRIBI N TNS D19,
fEBR KT O TH ELDL-CIiE OB 5 HET, KBk
FONEMAEENERZICRS Y, 55T, FHAT
O SR RBIRFRAEDNA VAT HEEEZ DNE
NH 5. FFE, FHANT OESEKICHBIT S KEIRTIAE
DEBEDE L (A1% vs. 20% FEFHOD &LDL-CHiiE) 19,
FAE KB IR P IRAE FIE O TR 7 & U T, O
WAEDE EIME, MLDL-CERE, #Lp(a) MEATEE
INTVnB D,

(D FHEBRRE(ED U 2 &7

FHATF O#EEGERICBNT, EBIREEFEEDOY X7
fRETTIE, B iy, BYE, S, BERWE, m Y
7t 51 RifdE, EHDLIMEE, @Lp(a) i, BMIZ:
ED, —BBEBIRELOY 227 Oft, FHIZBWTIZ
mLDLI L A7 0 —)LiffE (LDL=260 mg/dL), 7L
AMEES (Z 145 mm) 2 ENY A7 L THES N TN
59, @Y 7 1 P A% TIE, Severe FHZ Fit®
LOWCHELEY, BRI O E R EOBEED D 5
BHE, CTIRTEBRICARILDH 2 EED, HEIRCT
IZTH0% LA L osezE 238 5 ¥, X 5IZI3ELDL-CIfl
SEE U A7 DEIT L > TSevere FHZEEFR L= (E3),

(29) 29

(5) B« BeJr v i

FHO [ K72 W7 C B 572 B RFT I p K O s
JEDFETH D, NTHEZERITHEN, FREZEGARTIE
SHICHEAMIZEN s, HEMIE, KRETRIN - B’
BAET DR, Fur, Bl ERMATERERA N % A0S
%2 <FET D, IRBEABIIFHUA T R DL LD
LT, RREMELS, SROMEERS < R0,
FHZEED TR TlEd %, EHGHIEY F L AREEL
LTHND I EME<, SHICRMZNEETH S, L
MU, WAENEWEEICHFHEZEE L TIR 5780,
FB, B THRAETFHEREZHENZEED DS
20-30% TR AEZE RO 2N, —RITHR AN
FBIEEH > THRET, Il & & B ITHABOYIREIC
LA N, WIS T B I AEE R <JEF D TF
ET %, Fk, 7FLARMAE TIHERNETD 2,
L7zhio THAEZ R<HAITE, KERECEE T2
WiinEHE LIRS,

5)FHORRA & 75 5 BEF

FHO KA & 725 D%, LDLA%A (LDL receptor) &
J— R HLDLROFIHEE R FAER, 7R REH
B-100 (apolipoprotein B-100) Z 3 — K 3" 2APOB® Ji i
B TFAR, proprotein convertase subtilisin/kexin
type 9 (PCSK9) # 1% O — K9 % PCSKID Jijs 5 1 HE HE
B R T2 B (Gain-of-function mutation) T, W3
HLDLZ AR ICB W TEERERZ R T T TH
%, 1 D07 VIVITIRIFEIEZER D & % 5 EIFFHAT O
BEKR, 2207 LIVICH 5583 EAaANTOEAHERD
KOY TN AT OEGEREESHFHREEGARE LTI
9%, LDLRERICXBFHMIZEAETH DN, HHHE
TIIFHAT OEEGRD 5 %122 H PCSKOMERE 15 M4 L
I2& %, APOBZ BN B W TIFAAE I RICX D

%3 Severe FHE WS IS L ZDLDL-CEE BE(E

X119
RRMRERE
< JAREID50%
BIRE(CILLME | FHADZIRFH
w8 (BHTN\IUYRYD) K2 ERE
< 70 mg/dL
ﬁiﬂ;’&ﬁﬁﬁﬁ
= (— < AMAID50%
*“ﬁ“*gg““"‘ CTBRIC L ZEBIRDOERILR T -
- . RE
CT7 >FATHRAEH <70 mg/dL
@® > 400 mg/dL
(> 10 mmol/L) RENDERE
@ >310mg/dL < AMAID50%
. (> 8 mmol/L)
LDL-cl + BREF 18 mEhREEE
@® > 190 mg/dL < 100 mg/dL
(> 5 mmol/L)
+ fEIREF 2@
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i EEE Th 205, DHAETIEED THTH S,
—H T, WHRAKEEGD &3V X7 0 =)V fLiE
(Autosomal Recessive Hypercholesterolemia: ARH)
{Zlow-density lipoprotein receptor adaptor protein 1
(LDLRAPD) JEZ T D JFMEZS BT RIS % H Y ta (i
PEE fx (BB TEEER T, FoREESRIZEFRNIC
FFHRE#EAGRORB L2 0, FHREEAERIIED
TEAD. Fv U7 THDMiEIL#EEE D SLDL-CILAE %
EI25805 57, @EIIFHAT OEAEO R
1T & 570, ARHIZIER ITH THMNE TIZEH O ®mE
NHBDOHTHD?,

AR, FROD &S RLDLEZ AR I N OBHEUE H O 7
DIREEELEFARICHEDFHICMA T, LDLAGH ICH
G 5BIETHEOESHEBZTZMOERITHES WOD
%% [KHFFH (polygenic FH) DFENREIND L DI
557z, UL UEIR R TRHOWN R 5L GDEEE
BLTHREHEEERFEZMOERDOATNDOY ZFHE
FIET HHMINIEAEET, FHOREICEDS E WS &
DFH (B X OZ DD ELDL-CIiLfE) O FIHEI B %
523 EEZBNS,

6)FHICH (T 2BIRE(LEERBDO RO U —=2 0 -
J4A0—=7v7
FHZ B F121E, BRI B IREE R E O 2 &
V=T &{FORETH 5., Lp@ liIndiro T &,
BREE LR S U TS, HBRER, SEBRRAE, I
i, PAD, JEISABIIREE, KEWIRFIASIRE Z2BET

RIREERGE 82, 1: 27~33

%, FEZEEM I E IR (O, SEBIIR, 1EE, N
BIR) <0 2 B A LI I B (ABD 72 E2n B 17D DANE% T
BB, FER FoldE, Bui) 2k Twiud, 3
SIKHMEICHENTRETH S, CTIC X 2B IRt
MAJREE 72D, FHEH O BIIREE GO0 BT R
FELTWD, HERTH - THEBIRN /S 2384
HWTHoEMZEREL TWE, 27 —-=27D
%, FHATOESAHRTHNE -2 FEFED T+ 0—T
TEINEEEZ D, Hilp(@ EE#, LDL-Ca > bk
O— ) ARBICIZEMHTO 7+ 0—7 v THHEND
L7,

7)FHDAE
() R AFHA T O SR OEEE (X 1)

FHA T O#EAKICHBIT 2LDL-CE B HEEMIE, —XK
F 85 TIE100 mg/dLA G, —RFFi TIE70 mg/dLA i
EHEET S,

FHIZBWTHAEEHEORBIIEBEITNETH 5,
UinL7ais, ERE(CIEEBOY X7 RNEnize, #
B 2 G 2 ATCBNIREI LR B D R 7 ) — =2 7
WHETHD, T, B WA ROEETHD, KK
I EEEEAON AL T T HoklsEaEHzE o0
BWEEMNEL, RAYF U aE BRI E U= ik
OPFHDHERIND, A5 F > Ol HET T3
NESNIBWEE, BRAMERE TOMERTIET I
TOPHZTI. TN THYRNA T2 H T,
PCSKIPHESHEZH 5, A ¥ F At &R <FHANT

| FH~F oGm0z |

v

(LoL-c B EHIZE

AEBEUE - BEAREORE L ARFICEERETEE4MIBT S
—RFBH : 100 mg/dL 5, —RFEH 1 70 mg/dL i)

(&7~ o5 I_lx&?‘ﬁﬁm

HRT+S

A

y

|B1oz 457> ourseisHEEZ#E |
| R

I 2R F VERAMAE and/for TEF I 7% 5 I

PREFS | 20T ET I TERARA

* SHIGEARIEE, 7,

LYy - 7a7a—Ib - PCSKOBEEEEM (R4 F v HEAMARKRSREDH)
2R F N DIHEFPCSKIPAE HKE M T DR 5 A]

HEFTS |

IEEETEZd

41

BRA (155 LL L) FHAT OESGEEREDZO—F v+ —
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OEART, @ ONRIAEICINZ TPCSKIEER D ff
MR EEmL TH, WHFEINBLDL-CIK FRNEHS
NEWEEITE, FHREEGEROEENS W0,
EEPOREEZ D THEMEICHENTLI2RETDH 2,
LDLY 7 = L ¥ AL, FHATFOEAKICBW T
HEIREROZEHEL THY, EEHEOLREKRD
Bk 72 3R K o CLDL-CfiA5170 mg/dLEL FIiZ R
MO BEWEEITRBER & 725,
(2) R AFHAS BEEA R DGR (X 2)
FHREHESEKIIBWTIE, W &i#EnICLDL-C%
RSB ZENFETHO, HBMNRBEEERT S,
FHEREH#ESKICB W T HLDL-CE B H M IE—X T
B TIE100 mg/dLA m, — X FBiEE& Tl370 mg/dL
K Th 503, FEREETH D0 HLU,
FHREEGRIZBWTHAEEHENDT AIZHBED
HA LS, FHREEAGERTIEE L < BRMELOHE R
MRN8, RBIEEREEIEE - Eiid 213 HE)
IR B K OFRIEAE/R & DRI &2 EfE L, HEIHBrd
DMEND D, £, EEHEANONAOHLTIEII > b
O—JVIZARA[RETH 0, &N 5772 LDL-CIK FiA
BWETT D, AYF U EELNIRKNMHEE THEL
ZTOMREMHET D, XY F > PPCSKIH FHIFLDLAZ
BROFKBIGEM) g a2 N L T RERIT 5720,
LDLEZEARIE M D T 0I5 > T BHdefective type T
3L ORENED DAY, LDLAZBARIE N TELRITKIE
L TW %negative type TIZLDL-CIX R R34 < Lo
72\, PCSKIRHFHSE 2 #ml#% 5 L THLDL-ColE > =<

B 31

BT ULRBRWEEITIE, BEERFENRE R S bR
XTH5, MTPIHEHKIILDL-CEZRH XL NS BT &
DESNTVDS 23, BIER & LTI O Ig I %K
PIRNED NS0, BFERORESLTIVI—ILD
BERNEZHKICERETLZEMETHS, O Ta—
JVIZFHAR EHAKRICH L TH —F OLDL-CIE F ) A
HU, KR - 7 F L ANEFEOE AN DM/ R ZRD
LEOWMENDH D, TNTHRBLDL-COI > hO—)L
213 1~ 2 RIS 1 RIOLDLY 7 = L 3 AR B s
BEMEN,

3) /NEFHDEH (1K 3)

FHE 2l x niud, k2720 B AECEE)
EDOEEBEOEE ATV, LDL-COK T % & D78k
(LD 27 DRSS 5, EIEEHIEOHEICELST
HLDL-C 180 mg/dL LA B FiGd 2354, 10 ET
BRI D S THYEEDOHIEE B ET 5, RN
IAYF>THY, R/NHENSHEHIET 2. DAEICH
WTIFEZNZY F 20310 Lh O /NEFHIZ R U Tl
&5 T, /NEFHOLDL-CE B HEE{E %140 mg/
dLA & T 5, RN EEIRE RO RGN D 5856
X, WRHFZEDY AVHFZEHLTVWSHITIE, 140
mg/dLA N & fEFITHERF T 5. FHEEWEIIZDWT®H,
180 mg/dLEA_ b @D ELDL-CILE A3 Hi5E 3 % B Tl 3%
ELEET S,

FHO B W B A TR B EC R ERARERED &
SEGI %2 U - G a3 Bkl e A 2 9 ME S HHKE
23T %,

FH 7 EEER R D2
(RTEPIEICHEKT 52 &)

EEBBWE - BEAEORE L B ICKERTEE%MBT 2
(LDL-C EFEEEE —RFB5 : 100 mg/dL K5, ZRFB5 : 70 mg/dL K5H)

| 8—2RE: 2557 v 2@eh I BATMMAEE CHEE |

LS l

IHEFI7 -PCSKOPHER - MTPHHEE - LYY - A7 a—JLEMN
(ZHIBERTTEE

and/or

A RAERPHDRIDLT 7 o LY RDEA

2 A QSR E) FHREESEBEO7O—Fv— b
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RIREERGE 82, 1: 27~33

FHE=ILFHEELY ‘

‘1, 1088 E ‘

‘ LDL-C = 180 mg/dL '

‘l,No

‘l’ Yes

| sEERoEs? |

EEBBDESS
JA0—7v7

! v

‘ LDL-C = 180 mg/dL ‘

Eashic2EmUE
No LDL-C = 180 mg/dL

l Yes \1, Ves

107 !

EEEBOESS
IAa—7v7S

|

LDL-C = 200 mg/dL
A 2[E L E i<

l Yes

HMEEEH

No

No

| EMFARIAY SRR

(EMFREEER)

1. EREEET 5,

BEEEFLTLDIBEEL, HRIC140 mg/dLRHEIZT 5,

2. ALAITHEDHITE1AABEDERRICLDL-CEZEEHEL, BMREICBITT S, 180 mg/dLEDLBR-IREDHI
EHWITHO—TvIL, BRICEBATWNDILERERL, EMEEITHITT 5,

3. AETEOEBEMGEL, FICH[E, LDL-CEZFHTET 5.

4. B—BREQFREFUETDH, EEBZMEL140 mg/dLREET D, RRUBHIRKEDOKIEE, HRF, BT, Blela)lfE,

&3

<)

FHOZW EBBEICONWTHII SN A1 KA 0%

HEEEDE, SEIO%ET T,

W EE DR & IR

CIENOEEE BT 220, 7F L AIEILEDREIENLE
WEINEIENEERRA > M THD, YHARTA >
NEMEINDZ &Ik, FHOZKE DM LB X UFH
BHE T OFRBEOHEBIVEEIIETIICOBNL I L%
RS,
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