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Interpretation of integrated guidance on the care of familial hypercholesterolemia from the Internatio-
nal Familial Hypercholesterolemia Foundation
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[ Abstract] To utilize the standardized management of familial hypercholesterolemia (FH) and preventing
atherosclerosis cardiovascular disease (ASCVD), the International FH Foundation facilitated a series of discus-
sions with experts to develop harmonized guidance for the care of FH, this article makes a brief interpretation

of the guidance.
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S v BE[E B2 0 RE - (familial hypercholester-
olemia, FH) s&—Fif e B s, H
B H LI SR AR BL R D LDLR, o Ath 58 48 5 A A 4
ApoB.PCSK9 }; LDLAPI, ¥ 7] S IH [ B (total
cholesterol, TC) K% FE iR & I H A BE (low dens-
ity lipoprotein cholesterol, LDL-C) /K-F-EEF =, M
ifil S RSN RS . FH I RARFAE A TC A LDL-C 7K
FREFE I T R DAL R S KR AR AL
O MM 95955 Catherosclerosis cardiovascular disease,
ASCVD) . FH 73 N2E TG T AR, IR
K ELL4E& 72 FH (homozygotefamilial hypercho-
lesterolemia, HoFH) HFH MR K=&, K&
197 1) HoFH &3 % T~ 30 & A 4E - ASCVD, H
F 4471 FH (heterozygotefamilial hypercholeste-
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rolemia, HeFH) X547 1 28U/ ER, HimKE
B 7™ S AR B 9% T HoFH, {H R Z3A77 () HeFH 23
ASCVD KA ARt 5. 2 38 .

IR AT, HeFH AR A2 0 1/(200 ~ 250),
HoFH ANBERAF N1/ (26 H~3073) M, HHA
il 2 2 E X FH 2 Wi R8T 10%, HAUH 5% 1)
BHEARBEIERTT, HEEFERNIGRE N =
T FH 25 ASCVD KU 1IN s FH B
PR B, SEAFHB TS ASCVD, 2014 4F [ bR
FH B &S HKBEH AL EL LR, X HAT
E Br A 4 FH fa f ASEIREE T T i e, K
AT CE by FH B2 B s BN A Ha ),
far A TR E
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FH )5 125 55 0B 45 22 G i 25 K R N BB 4 Bk
e, SEbr TARh AR ZEMMITEMS G, raimE
SR (1) 18 Dy B T i DR B T R 4 2 % FHL 0 A 2 %L
PERIN AR S o SEUE A2 0 5% J 2E 4T R BC 7 A AT
RIHR G OCHE, 11 2R G002 s 0 T KBS
TAREEE, X 20 B LLUF AR T RG A, W
AL I LDL-C, 57l 2 B AR AE T IR DI R R
AT« AR ROCMEER Fig<60 ).
FH. 32 Je0 A 5L A A M 5 S50 S AN X ke |l T
LGP S T RT 8 TC A LDL-C /KPR, W]
TRERES 8 R = 2 A Il
2 AR SIEERE MERZ KNS

[ Br_E e AN FH 2 WibrifE, B §TE
FH ¥ 73 b5 #E £ 45 7 2% DLCNC (Dutch lipid clinic
network criteria) P45+ P [E P55 (Simon Broome
system) PE7 36 [E B2 W H TR 4127 (make
early diagnosis-prevent early death, MEDPED) #rf
PAS B ATE S e, AS R VF 70 A EE I = AN T
FH ()% 5072 Wi 36 - R84 8] B RE, v figk 2 9%
FIRMETR A Y e i HURE S 4% Ve v JIE T 2 af R
FORBRDIREIRAC. SEE IR AWIRIT ). MARK:
R % /b 2 RS IE LDL-C, & H il =8 (trigl-
yceride, TG) > 4.5 mmol/L, LDL-C MR B0
TEVERTI 5 ANHEFEEH ApoB AR =% FE s & A i
i % (non-high-density lipoprotein cholesterol, non-
HDL-C) 7KF-RiZ I FH.

% R SR SN FH AR 3 28 A2 A5 22 1 L] 52 471
AT VPAL, UBAh, JE N ATV FH R 1) Hodth
VBB BRI 2R« AR BIE I PR 3 ik o A
AL, A A A5 6 6 PR 3% v s FL ol 1
& 2 1 a[Lipoprotein a, Lp (a) | U 2, Hl
Hhn FH B o g E R AR, IR S BT 50
ke . @UCR A a5 = 347 FH B TUS vRA,
¥ FH 730 KsE ek Ol I PRSIk ok A Al 4
AR FEERG R R MEfE CER R, TIRK
BNk ok R AL B A 32 EAE R I R D 145 B ANHE
F7K H Framingham JAURS DY 5 53 A O 1L 557 JRURS: i
AL AR 3 FH VR TT .
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3 BOEN) L EREESEREEMENIZH ST

HoFH & )Lt T 2 R W2 W, $%E HeFH
18 JLRLT 10 B RTEAT IR . JLE FH A 3 Fh
FHORGE SR « IR AT . REGUTH A T F I
PRI, H AT, ASEE R - AR ) 57 1k 5
W+ 7 I 1) R R R IV SR P 25 5 PRI A 0 )
PULTH A ERE, 2 SIFMMIERMIERE, 9~ 11
YR RGGE » W& B WA H A% 20 5 LLF
NBEHAT RATRE . N THR> 2 SHLE, R
2387 LDL-C = 5 mmol/L, RI#A 4 3 g i
i LR G Lo KM S, TP IR HeFH. X T
R <10 Z1JLE, #ARZLIRITH LDL-C > 13
mmol/L, JUHAEE (IR, NN HoFH. 1%fE/
ANFRVOT )L 5 FIUAE FH 3020 ik 75 R CT et bR 3 ik
AL ARG FH DLV S KSR AR R AR L o
4 REXTHE

FH 37 499 151 i VA7 B s s 10 7 9250 5 5% &R
AT GRIKIT AT, AR AN 7] [ 2R b [X 1) S Bty
DUV AH N OB 2T S, IRl X R, HE
M=ok 8 (A RE, Wop kA F L) Fah i
%, REH S RE LM =R, fEffth
B DR G U AR 0 2 T A U SE O HERA, (B o Ak Rk
FPREDIAG I, PIARHE RS Mo b X R
LDL-C 7K~F-#EAT KT A

BRI FH 2 W AR & BB, (H L DA
B ME AN REBR # FH,  JGHO6 T 1 R 2 20 i FE MR A
N FH W& . WFFARE, IRIREI2 I FH I
B 30% FERIA N B, 4278 FH A BEAFLE
FABEDR A 22 BRI AR AY, ASReHERR 2 B AIAH
AR RE. T WA, AIAO T FI e e
BEATEE R« DLCN 43 > 5 43 BRIEE PE 521 73
HABER) FH, JCH R AR R 56 000 2Kk S B
BNIKRPERE AL 525 2 UEHE 1) B o R A P ik
FEH 5 LDLR M1 PCSK9 FE R 548 L\ J ApoB-100
LK 26 F1 29 MR FAH G XA RAS 5 FFIX 43 A
i CBURTRAE, T URAE, e R
5 BAREKEMSIEREREMIENGT
5.1 LDL-C #=#8 X% fn fi§ 45 47 B 4714 HeFH JAJ7
& 45 H Fr v LDL-C B % /b [ AIK 50%, B 5 4t
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T 6 g oL B A 3 B A K R R 1 %%, LDL-C
R<< 2.5 mmol/L ; XJ T-FEAT jek Lo B A 3 2 5
K Z 1 #%, LDL-C B< 1.8 mmol/L. HiT HoFH
AR AR IT R N AEAR, LDL-C Rk 8
B E bR, SR AT RE R LT, D6 AT R
fig 25 A I % & #t (lipoprotein apheresis, LA). 7E
FH JA97 ', M #i ApoB. non-HDL-C 2 Lp (a)
ERRbR I BARME, ABA IR -E AR BN PRI I
AR ARG B @ WU B bR
52 %R FAN FrH FH BEYNIAT AT T
T, fEER S e AR, 25, . H
TR R BRI g shib )i . B fE R
S PR ) & Bo] =] UK, AR S R ) 28 R A
NP R LDL-C % H Fn{E DR B f kAT — 2
Tk, GRS B K PT 52 77 = AtV TR 26T
AR T I AR 254 (kT 224 AR IR EE & 711
YR JHERR AW AT RS, M
Al RE TR 3 PPl 3 FP LA AR 2594 e LDL-C
kbR WP BAA RN, BRI/ R A
/> FH 8% 1O U F A4, A T897 FH. H
T FH B WG, PUEEAMHERNA R R
R, R FFAEAALA#EE. X T HoFH &%,
T LDLR ThRef R BRI, 29697 ISR 2, B
K LA WYY, WIARERT LA ¥RYT, 7T % EEAf
HIEL LIS R AIRBUKIASEAE
53 JcWFH BA69677 XETE BE &t FH &
H, BTRIT AT T B A MARTRE, EIRET 3 A
Fo S G338 8245 1k R R Atk T 2 A0 A
ARG AR AW 5 BR BR A )2 5 B Uk
LMEME— 2 PR AR 254« W LT TSR P AR PG
LDL-C 7K 5 XF T-4¥:4 509 () HeFH 1 HoFH 4%
Yrtcth, MBS LA W6IT 5 4623 Lotk il
A IR FEIGIT . %38 m @I otk FH B3k A
R MR 10 1 HRRE 2 24 . 388 23R I LR B P 2 7 5
HEAT
6 JLENS >EREMSEER MERET

BT JLEMEDFEERKKENTRE, 5 LCL-C
HArml & TN HARfE, 8 ~ 10 % 1) JL# LDL-C
¥ < 4.0 mmol/L, > 10 % [ JL# LDL-C . < 3.5
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s ERSEFA ¢ 17

mmol/L, B ZMHTLZER. JLERER HE]
E FRIMHE T, IR PR AL PR < 30%, AN
NEWT P& HE p#E < 7%, JH[ERESE AN & < 200 mg/d.
HH T K 3 e 70 2 A VT 2R 2 W VR T IR 22 A R B
i, @i 8 ~ 10 % ff) HeFH H LN T4 /N B Al
TTRZYRTT, BRMARET 18 % . X a0
SR SRR H A 3 e e DR 3R 1) L 2 N B L TR At v T
KA YT, W LDL-C A% HARMER, 7l
WA 22 AT S RS & 77 . HoFH & L— HAfi2 I
[ Y e AV T HAR 26T, A5 URAN
TR LA WBIT . T RAWIa 7 1S 7 P4l )L
NGOG IRV 1 5 S ULET /K
o R AEEAWER E L. AN )L EAE
/NE FH ATIE L, RoEE GRS I0H B, o
BB SR JLRHEE I K i fig & S 4 R B9 ot
7 FEERMKERMEMIIEZEY)

LA & —Fs &4 ApoB i AR E AN B
I3 g PR T BRI MR A TT VR . 25 Z9TRTT AL
BB, LA 7 LAME N HoFH 1™ & HeFH & #%
I —Fhed . ARRIT T, K] B R ICER
LDL-C /KF, L&KL TR, LA G2
IR, A ENRITBEAS LDL-C 1 B2 AR,
BLUR IR 97 AT LA B I LDL-C 50% ~ 70%, 1 J4 )5
LDL-C /K F &8 7t i, HE¥GIT 2 i J5 LDL-C
KPR B K, ik, 202 F#E#EZ 1k
LA J897 A BERIE LDL-C 4ERFFEHAR K, JRIT AR
A% HoFH & % [ i [A] °F- 33 LDL-C < 6.5 mmol/L,
HeFH £ 3 [ i 7] °F #) LDL-C < 2.5 mmol/L. X}
T HoFH )L, &IWAES %, mMAHE 8 SHIR
F LA 3697 .

PCSKO 171 LL PCSK9 H.50 BBk & JE it A
k. WFFC N, PCSKO #7775 4 5 g 7 ) Bl
54t VT 2R 25 Bk FH 35 1] I8 3% B LDL-C /K°F, [A]
i et HoAth i fE i A% B13E TCnon-HDL-C.Lp (a)
. VP IR IRH T 45 SRR B, PCSKO i 71 v]
LDL-C FZMIK 40% ~ 70%, FF ] /b o 8 F4F

KWL ApoB A BUAMHIF, 5% E £ 5 24
WS H R (Food and Drug Administration, FDA)
bk G AT B R B AR R 2R A TR
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7 HoFH. KyH3&4E 11 - LI 2 £ % ApoB {51
ZHEIZIR (mRNA) B R UL HR, Ik )
0% BEAR B I I ZE ORI 203, BEAIR LDL-C 7KF, Al
HoFH % LDL-C [#{i 25%, HeFH ## LDL-C [%
K 28%, ™ B i IH [ BF i 5E & %% LDL-C F#1IX 36%,
AN RN FEOA R

T8 S AR 2 AORL A H il = R i #2 2 1 Al )
¥ Tf T HoFH, W] f# LDL-C F£ 1% £ 40%,
LA R PRAE 2w, FERIA R .
8 FEIUFKXM4SIEEEEMERREENLS

JuhnsExy FH KE B, TEDAERMERS. &
T HBAL . M RAEBUT A L DL S A FE 9 25 1) %5
YA N T FrdEIZ I G IR 78, 2l : O
A E 1 FH [ B i 2> 254w i (international
classification of diseases-10, ICD-10) A2 W7 #H 5¢
2H (diagnosis-related groups, DRG) f{f% ; @7
5K FH I RE RN 4% ;. @Beit4 T i RV M &
CHIEE ; @FESTAE B PEAEE

(PEE SRR E CBTRO) 2017 ££5 9 F5 6 4

ZES I Eor VIR E R 2] FH &%
M HmEA, P EE NI ANDKE, FH K 7E
BOHAt B X S 9, H i T O FH /& F A
W AE, [E AN FH 2 W A6 R AR, JF
HkZ JE AR FH A EIRABE 7E. BRik, W
SRR E & A E e A B R ER i, S
FH ks 3, HHR M. Bz, 56T,
B FH B E KIS .
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