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i & B A4 (achondroplasia, ACH) &2 —F 5 K HANGE 0 2 s AR A 5 B AN RS
SR STRRE BTN TR B, 1878489 0 YT KR B AR T8 24 F R 30~35 em, fi
WA A AT, At S A R 250 000 6] S S BUTE I RAE " . AR ACH BT TE IR R
R BB SLRAE N 116 670~1/  WORBHEHL
27 78077 BLTZ R AL B 0~4 % Fl 25~54 % I} 45 KSR (Vosoritide ) & B N3t VA Y7 ACH
s ACH B BT 4 40 A A K R P 32 44 3 (fi- i) C B FEH KA (C natriuretic peptide, CNP) , F
broblast growth factor receptor 3, FGFR3) 3Kz s FRIMII 252wk, 2021 47 8 ] 27 H K % bl 2=
S, SEFGFR3 DIRERIIN , JI% HU R U500 Ras—ERK  HEIERLFI 6T A 2 4 TP A AR PA 25 189 ACH JL e
L AT BB A R A e R ASSOMR RS IR ZE B T AR IBL 2
MR AL SR Bk K R A e ACH R NS S A TR e kSR AT SRR B I
FI N BB NI Kk g g RHARIEEE.

SIS0 4 I 5 B R T 1 9 R L Al B R AL B "
SRR TSI BORUK E Ry | e T A (L

[F) R AR FPR AT JS o, M EE R T ACH R TR 2R T e M) P s PR o 2 5 AR A R A T bk
ATEBTE T X T ACHBNRYT , — R E L AR B —FhE ALK, M4 T A 4. 1x10°, H 39
BAATPE T AR AL B, R JERR ORI T . AR KR ANEIERYL, H P51k 1PGQEHPNARKYKGANK-
RAE R ACH [ LGB SR /N —FiA Y7 )i HAF5% KGLSKGCFGLKLDRIGSMSGLGC39™ . iK% 37 ki
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i 5 F 44 K 32 14 —B (natriuretic peptide receptor—
B, NPR-B) &5 &, 4l C—RAF J5Ji 3k [ 22 I 2 IR 4
1 3% B (recombinant C—Raf proto oncogene serine/
threonine protein kinase, RAF=1) # 4 # 1 1Y & 1k,
T A ) 22 24 5035 A 2 B (mitogen—activated
protein kinase , MAPK) it f# 1 4 200 Jig 4P 5 0 5 I8
fitf 1/2 (extracellular-regulated kinase 1/2, ERK1/2)
ke BELUT 1 2T 24 240 i 2 4 PRl 732 44 3 (fibroblast growth
factor receptor 3 ,FGFR3) Fii#{5 % , B4 0 1) #HF
R WA A B2y, DA £ 328 0 200 ) 5 5
IR E N B IR

2 ZYRBIENFE

KRR MIE—FPE A A Z K, B HAR PR 8 1
K fifk I % % figt oA /N JIK R B A TR . 58 Il iR
(5~18 %) B LL 2 W % T SRR AL (15 pg-
kg™ -d™")IRIT T IR ST AR WOSGREE , SRR R (T )
H A ECH 15 min, EZE T2 52 /G WK EE (C,,) AN
2 sk i 26 1 B (AUC,) 43 31 4 (5800+3680) ng/L
(290 000+235 000) ng-min~'-L™", 43 i 7 FL°
(2910+1660) mL/kg, & W ¥ Bk % 2 (79. 4£53.0)
mL-min”'-kg™, WA (27.9+9. 9)min'7',

KRR IR AR L AL 25 Y 1 3 T 27 i 72, 78
2.5~30.0 pg-kg™-d™ 1y & A, 002K R R
(C,.. FIAUC) B 7 5t 38 in A pf te i3 m' ™ . 36+
IRFE ST R BRAILE] B R0 23 U IR R ST K
25 8h a7

3 lIaRTTROEM

111-301 (NCT03197766) i 46 J& — Tl 4y 4] 52
JE VA Akt (BEAL BUE BRI RS , PE
TIRZESLIKAE FGFE3 2875 1) ACH f8.35 Hh (145 R4t Al
ZAPE . XIHREE N A TR A 7 A EKE) 121 4
5~18 % B ACH 3 iR 5640 60 fl & 45 H J2 T RSt
15.0 pg/kg FITRZSLIK, X IR 2H 61 il & A H 2 T
TR A R A AT E e 2 6
A H LT, LU R i 4R A4 K% (annu-
alised growth velocity, AGV) ., B 2L RIGIr &
ZARRS AT L — A E 1 AGV 5 5L AH HL Y

A S5 R RS R ) TR RS IR, TR BRI A
52 JAJa A 1 AGY B4R (3. 94+1.07) em, AHEET
FELLFAEREAR T (0. 121, 74) em, T 3 52 1R & ST ik
ZH 1 R AE 52 R 19 AGY £:4E R (5. 61+1.05)cm,
AHEE T IR BAER N T (1.35+1. 71 em, AR R
SERRAL Y AGY -4 ek AR i I 2 i TR BRI AL, T
2R NE1.57 emy —TUEESEAT I PEN IR ZK L
JUR 1 97 250 R 22 4 1% TIL S0 ke s 8 K 30 i+ A 5
111-302(NCT03424018) 44 A T 5E AL 111-301 358
B9 119 Fl & AE 111-302 BF 58, T A B A H
F R SRR 15. 0 pg/kg, 52 )5, 76 111-301
IR0 42 52 TR RO IR R 1 AGY AR 2L e, i B
45,52 cm, N BE IR R ST KA RS 1 AGV
T, W EAES. 43 cm.

— TUE AR AT B I3 b 2 KD A R B oY
111-205 (NCT03424018) H**' , 10 f4] 6. 3~11.1 %
1) ACH J8 3 42252 IR R N7 Ik B R J R 00 15 pg/kg,
LR 5AR, HEREH L B SRR AGY B T (1. 34+
1.31)eme SAF Y AT 1 AH DT RC i A IR & oL
JUR B g 2 % BERH LU, (5 FHIR 2R 57 BRTR YT 5 4R 1 31
Y B B EHE 9. 08 cm (CI=5.77~12.38 cm).,
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KRR SR Z AT, 2808 RN, B2
AHC T HAN B F S, S H WA BN A2 1 5
AN K R . — 300 T HATF bR 2 A58 111 -
202 (NCT02055157) FIEAEFEAT B I A ¥ bR 2 K
HIFE B FSE 111-205(NCT03424018) A T Ik R A7
JIKAE 35 191 5~14 2 ACH FB A5 (122 4 PR 52 1
WA R R EIR RS INIRYT 52 A e A RS A
AN 100% , Heir i 3R 2 N & ARk 86% , 34
BRI BT ) 5 AR Y R 2 350 46% , Pt 5 BRI
JE R BN, I HLE O BT R ] e s &
HEFE220% A R FEA LI (54%) %K (49%) |
B4 (46%) VK (40%) 5 FE(34%) | LI T8 Je%
Y (34%) FIK(31%) K (31%) YL (29%) JH
i (29%) T H-58(29%) &I REE (29% ) 15 B 5))
PINT I (23%) AR (23%) R (23%) . I
(20%) TR (20%) o KA T 4 615 259 T e 1
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EARFAF1%) o BLAh, J6 3 %L U i
o AT IR A

FE111-301 k50, IR R 7 IR R B 2 rh &
MR I MR EMERERAEZS . A
119 il 3 (98% ) & At =/ 1 IRAS R4 IR &K AL
JI2H 59 141 (98% ) , Z2 R 4 60 4] (98%) . 521w S
(R B A SR i B L AN B S, AR TR S 21
BE K RIS, TR R L ARG &R R 85%,
FEZ R TINALN 82% ; W4 T [ <70 mm Hg(1 mm
Hg=0. 133 kPa) J7E IR &R 3 R4 1y & A0 23%
(14/60) , TE LR A 0 K0 25%(15/61) ,&F
KR T R (<40 mm Hg) 78 IR 2 BRAL 1) & A= %k
17%(10/60) , ZEL BN I &R K 10%(6/61) .
TEIRZRSTIRL TP R A 210% A B0 A Sl 8
(30%) MK (20%) kK (26%) R (21%) , LI
WA SR (16%) %K (13% ) \HIRYE (10%) P H-R
(10%) 3 1E L2 RN 20 & HE 2 >10% A Bk A7 5
MH R (27%) Kt (27%) SIE (23%) KM (17%) .
KT (15%) P GE G (13%) WZ0E(12%)
15 (10%) HJE (10%) B9 (10%) /B (10%)
MR (10%) P H-R(10%) o 1 7 il 3% (3 BIIR & ST
SR 4 A B F) PR T 9k 525
oKW EA RFAE. LA, T 3 R D b B i by
s SET-F LA

5 AxER=
RSN T T2 25 AR P B8 I A5 i FR

AL KA RS I 25, — ORI 0 15 wg/kg, B H 1K,
JEETEAR TR N )2y o 72 A T S 3 0 45 LR 7
P R HE A IE B I R A 5 em Sh) AN EL
el — 7 4 S TR 2 K, e B e . SR
T3, AT RAAE 12 h N 25 ARl 1712 h, WA
TN o TERINTCAE RIS CE R ), A 1k
A i

6 ZYHEEER

HRTASMITTER W, IR RS I 2518 CYP 52y
Vs (R 2 WA AR, th T IR R S IO — b
HANZIK, A KA RENN 5 D 259 - 25 Yy A 5 AE
25, Dt R i R 0 A HE A Y 25 W A AR
W9 .

7 HYRIARGERE

H T ARELIESIR B S FE ACH B KI5 /5
(42 A DA SR e 2 S v (LB AE KA ) BIRICR
IEAESEAT I RIS 1 P RIS . H R IEAE AT
A9 I A B85 1A K5 - TR 2R ST IKHE 0~5 %4 ACH [R5 P
(RIS RORI 2 A 78 1 % LU A TR B R LB 28
SR A2 Fe T AT e 2 2 52 S0 98 R T AR AU iy )L 2 v
)2 A PERY IR AR HEAT B TR R 7 K I AR K 56T A
L

g5 b IR RS RE N E ARG IT ACH [ CNP
ZEUY , DN BB [ RCE R B AN A BT e B AR B A

1 IEFEMATAIR R L BRI A6
RIS 5 IR B ZAR N e HAY PR
NCT03583697'% Il 0~5 %1 ACH i3 PR IR BRI /NT 5 % B ACH B rh A Rt fn 2 {5130 5%

NCT03989947% 1 154 H LA RS ACH

NCT034240182" | 6% Ll FIACH &

NCT02724228%" 1 7% UL I ACH 3%

NCT04219007"2" 1 3~10 # L 5 RN &
MEE

NCT04554940"" Il 0~12 Z A A REH T A+
XU 1 ACH i

4Pk

NCT03583697 4" & HIF 5%
AR 4k

NCT03197766 (44" FEHF 5%
PRI &

NCT02055157 99" il 5%
e N B xR Vg e
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