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P LA 5 DL K DR SR RE

[0005] 7 & 24 P DU (LOPD) A, #EATAR 464 #8175 H IUREIRAE TG O L , 7E 22 LA KR
VR v B B S IO U - AR 2 R 3 2%, (H IR IR L) Re F 5 Fl 52 vty 2> 5 3508
A LOPDIY £8 35 1) 0 3 A R FPE T 36 A R & VR YT I LOPD S8 38w, b A7 14 LA 3249 51 A g
WS RS Bl 1 1] L, B s i) R DA P AR () s 2 BB, F BT 2 B I 5, e T 8RR BRI
SCREANME S o 77 220 30 H 2 & I LOPDIT i

RAAE

[0006]  AHRIGEFEALHITRTT A 5 ZH AR P iR I A 4 P DU (LOPD) ) J5E AL 540 o
(00071 AHIE ) — 5 R At —F HI 697 AN AN LOPDIK) U532k » i Uy i B4 1 i ik
AN FHZSH S, Bk 25 WAL & )05 SERE - 5 1 R S VI Z5 52 E TS i 3k,
FRTIR SERE - A R AR TS -
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OPOz%

OH
-0
@
HO
OPO;*
[0008] OH (o]
-0
HO O,Ho
HO HO
HO
HO 0 .
= o)
HO
i HO
°~L+-GAA
—1Nn (I)’

[0009] L AHGAASE R Pha - BIHE T , L2 B2 Tk S5 05 5 TR GAARI A 22 823k, I Hn @21 &
10, 3¢ HH A Frik 2540 &9 LL £520mg / kg 1 7 & i FH

[0010]  FEARHE L IRAT— 5 VA — e sl 5 b, Brid AN o 22 /b 2945 % (filan , 2 /0
50,6065 % BB K) o fE— LSl 7 R o, ik MATE L) 18 % 52945 % 2 [H]  1E— Le 5L it 5
FH TR AL 29185 (B 4n, A I £916.12.885 %) -

[0011]  ZEAR ¥R L IRAT — P VA — Lo sl 5 b, BT id ANMARTE 2 /0 2918 % (filan , & /b
25.30.35.40.45% B HE K) [P AF B2 T B D8 DU o 7E — 2850t 7 R, Frid MAETEAN
I 2918% (it , Akt 2916128885 %) (IAE I 12 Wr HoAT B DL

[0012]  ZEAR & L IRAT— VA — e sl 77 b, BT id MR TE 2 /b 2918 % (filan , & /0
2530354045 % 55 K) FIAE S 0o e DUIR IR 28— FiEtR o 76— S8 5 7 S v, i MATE
A 2188 (it , AT 2916128845 %) HIAERS Tom PE DU 1 55—tk .

[0013]  AHIE M — 7 AL —Fp FHTI697 A 75 B0 AR R IR0 % 84 2 U195 (LOPD) [
T3k B T s 1 B iR AN i F 25 A A0, BT ik 25040 & 06 & - R R A )
g bRz B, o rid J M- R A R AW A A IS5




CN 115916245 A W OB P 3/89 T

OPO,%

OH
/O
HO
HO
HO 0
’o
HO
HO
OPO3%>

[0014] OH o]
HO -0

\
O
(o]

HO
© °~L+-GAA
n

D,

[0015]  HrGAAZ IR VEa-HIFE H I , L2 EF Ik T2 5 iR GAARI A 74k , I Hnag 1 22
10,

[0016]  FHHCK BT IR 29 4H A1) LA £920mg / kg I 771 = it FH »

[0017] Mo prak MA R A LR RRAE A ) — PPl 2 Fh

[0018]  (a) FTIRMARTE TR G YT FFURIN R L3 0 £ 418 %

[0019]  (b) Frids MATERE 2 Frid 697 2 HT B A 2930 % 2 24950 % 11 FH 73l 2 (FVC) (5 i
THEH /7 LA K

[0020]  (c) FTiRAMARTE 3252 Bk VA I 2 A RE W 70 NS 1k sl 4R Bh 2 B s DL R AT 38
2940K B L150K o £E — LL STt 77 2, BRI AMARAE ik 1697 UG I 2 4138 27188 AE—
Se st 7 S, FTIR AMARTE B2 T IR 1R T 2 AT B 2930 % 22950 % 14 F g = (FVO) 5
B B 53 EE o AE— S0 7 R, Bk M AR 352 Pk V6 97 2 H RE 9% 72 A7 1 BAE
BN ERIEN MMTELA0KEZ50K .

[0021]  FEARHE LR —FhI7 vk — 2850t 77 2 b, 10l 2 44 NAMA it FH BTk 250 2406 V) 4
SRA9JH FELL T R —FhE 2 Fl

[0022]  (a) B/DZ91.1% 2022, 3% B ZE /D246 % I B AL L BB FVC % P 34138 1 5
[0023]  (b) Z/D&y12.5m. & /Z23mE 2 /D 2950m 673 820 AT M (BMWT) B 25 ~F 35 34 4
[0024]  (c) /0292% & /0413 .5% B 5 /0 298 % HI6MWT (5 T vHE B 43 bk (6MWT %) 135 314
b

[0025]  (d) &=/D294.5% B /DA8. T% B Z D Z12.5% 1) H AL LA B KSR 7715 il
HHE B 20 MIP %) 353800

[0026]  (e) &/DZ15.2% E/D410.9% F/DZ114.3% 8L E /D 2)16.5% 1 B AL R AR
KIEAS & 1 43 B (MEP %) P24 i

[0027]  (f) B /L1708 (N) /b £250N8E % /> 23 350N T % F-Fr20 773% (HHD) £54>
PR I

12
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[0028]  (g) Z=2 /295N, &/ 2 190NE, 2 /b 224 5N b R HHDAS 73~ F- 35 3 in 5

[0029]  (h) /02,7, & /D213 380 /D215 21 Pl iE N D BE I (QUFT) Sa45 4314
b

[0030] (i) &/D#)-0.9. 2 /0%5-0.358 2 /D290 40/ 2038 ERERR =i 2K SIAE Al - Ik
(GSGC) 1353347214k +

[0031]  (j) B/D2y2.2.F /023 . 3805 /205 . 811 GMFM - 884 5 DA 73-~F- ¥4 38 inl 5

[0032] (k) Z/D290.7. /D024 5842 D25 . 2[F)GMFM-884E FEEAS 431 # 1E Jin 5

[0033] (1) B/0490.4% Z /D23, 7% B E /D214 3% I BEAR G AR Vs T2 R R A& 122%
fa] 5 (SF-12) YRAfi 543 73 (PCS) ~F- 351384 /s

[0034]  (m) Z/D#)0.45. 5 /023 485 % /0295 3[¥ISF- 124 tii i FEAS 73 (MCS) ~F338 i
[0035]  (n) Z/DZ130% 3/ 2943 % B, 2 /0 2978 % I JRUEX 47K PP I FAK 5

[0036] (o) =/ DZ113%  F /02939 % B 2 /2163 % I LR Sl /K 1~ 2RI

[0037]  (p) &/D2£919% /b 2138 % oY 22 /02168 % I TN R IR 5 2 (ALT) /KT 2 BEAIK 5
DA K

[0038]  (q) /0%926% & /D233 % B 2 /2166 % [1) R A& 2 IR % 2 (AST) /K-FF ¥ f%
I AE— e STt 7 R, 1) 2 A NAMET BT IR 25 AH S F 249 A B R D411 1% 2
Y2 3% B D L4 . 6% B B LG FITEVC % S X8 0 A — s i 5 =, 1) 22 44 M
it P T IR 25 WD 2H & 4 249 JH S B 28 /D 2912 . B B /02 23mal 5 2 Z150mik) 643 B 2247 Mk
(6MWT) FE B ~F- S5 3G I o 7£ — LS 77 2 v, [m) 2 44 NI4Tt T iR 245 W 40 & W) e 8249 JH 7
M2 D22% B/ 2)3.5% B E /0218 % HIEMWT 5 Tt vHE (1 43 b (6MWT %) ~F-35) 38

[0039]  FEARHE LdAE—FhI7 vk — st 77 b, In) 2 44 NAMA it FH Bir ik 250 2406 Y+
SRAYH FEAEALL. 1% B4, 7% 195 % B A5 X (8] N £92. 89 % 1) B AL L ARTFVC % ~F 4 1
0o 7 — 285 7 2, 7] 2 24 NGt T IR 25 H SV 8R40 R BUE )12 . 4K 2 4
52K 1195 % BAT X [A] N 2932 22K B6 53 B2 AT M (6MWT) (&5~ 35 38 hn o 45 — L SE Tt 7 58
1] 22 44 NNt BT IR 25 WD 20 & 0 4249 R S BUEE 411 . 9% B 298 . 1% 11195 % B {5 X [A]
P £95.0% [FI6MWT (& FTHE F 43 bk (6MWT %) ~F3 38 in o 76— L6 st 7 =9, 7] 2 44 N ARt
F TR 29 A W RF 6249 S EEL14.5% £ 4112.9% 1195 % B AG X 18] N £98. 7% [ ELAL
A B R AU o TVHEL B 43 b (MTP %) ~T- 3438 i o 78— L85 77 S, 1) 2 4 A
it FH I 3R 25 W 2H S 04 249 B S BUE 5. 2% B 416 .5 % 1195 % BAS X 1A N £ /0 2910.9%
1) BT e 38 e RIS 3 43 B (MEP %) ~P-381 388 o 76— L85l 7 =, 1) 2 4 N A At
250 A YR 4249 F S BUAE 211694151 (N) 48 Z1352N1195 % B 15 [X. [8] )N £1260NF) F i F
R 332 (HHD) 4573~ 3938 0 o 76— L85t 77 S, [m) 22 44 N ATt T ik 25 ) 206 W 4
SR49 i FEAEL997 . 8NZE £ 249N 95 %6 B A5 X [8] P4 £ 1 TANI) b R HHDTS 43~F- 35 3G i 75— &
SEE T SR, ) 2 A N F FTIR 25 S W RF B4 B EUIE 202 . TR 215211195 % B S
X [A] N 24 . O PR idisz 2 D RE it (QUFT) 43 73~ 3838 0 o £E — S8 S0t 77 S, 1/ 2 4 AN
it BTk 25 AL 5 D RE 8249 JAL S BUE 2 - 0. 94 22 490 . 4311795 % BLAZ X (A 9 £9-0. 25112
A VERERS SR SE A DK (GSGO) 15 73388 b o 72— B8 St 77 2 b, 1) 2 44 A
it FH BT 3R 25 W 4 A W Hr 6249 S EUE 292 . 2 E 295 . 811195 % BLAS X 1H] PN 294 . O GMFM - 884
FEDAT o3~V 351 G 0 o AE — 2L S0t 77 S, 1n) 2 44 N AN it F i 245 W0 24 & PR 8249 i 3 37
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Y10, T2 & 294 . 51195 % B (51X 8] N 212 . 611 GMEM - 884 JEEAS 73 ~F 38 i . 7E — B8 52 jifi /7 %=
[ 2 44 NAMAT FH BT 25 W04 S W F5 8:49 JH S 3AE 400 . 40 24 . 41195 % B A5 X A Y
2. AR e AH 5 AR I R {8 TR A 1245 TR (SF-12) YRR B 1543 (PCS) “F- X4 fin . 7 — 4
ST R A 2 44 NNt A AT IR 20 4 S R S49 B S BTE 290 . 45 2 415 . 31195 % B
B X PN 2. 9F SF - 12K i FETS 43 (MCS) T 3438 i 75— 252l 7 b, 1) 2 44 N /Mt A
BT iR 2 4 S 4 8249 B 5 302910 . 8 % 1 FRHEX4 7K I IR AR , HAnuE 2= 94124 .0% £E
— BBl T R A 2 44 Nt F T I 25 A A R 49 A 5 3102938 . 0% I LR Ik g 7K
SRR, bR AE 22 N 2024 .9% AE— LS R, ) 2 A N M TR 254 &)
FREL49 S 32043 . 3% I TH 2R FEE i (ALT) KT F IR AR, HoARvE 2 N L4124 . 7% AfE—1%
SEHtE T R, 17 22 4 NS FH T IR 254 A P RF 4249 B T 804046 .1 % I R X AR L 2
(AST) ZK~F-F- 35 P AIK , HoARHE 22 9 £)20.2% .

[0040]  FEARYE b IRAT—Fh 7 ik 0y —Se st 75 Z2 1, Bl A Sl 1 AR 382 52 0 FH L ZH GAA YY)
TBIT o 7E— LS 7 S, BT IR A S AT 2B 52 FH B GAAI IR YT o 7 — S8 S 7 S, Bt
BAADEEZEE D64 H Wlhn, /0124 ) B FHEHGAAKIIRTT (£ — 8852t 5 270, Bt
RAMETE BT IR A GAAYG T )5 Wm I PR 3218 , e A B I PR 22 18 2 8 PEAG 3 1 DL R Y
— A EEZ NS HOR G E VP T RE 2 Zh B RE AL TS 8. 7E — S st 7 S, BTk AN Aot
F BT IA B AH GAART IR IT B IR BRI R S B, B A BTt I IR e B2 JE e VAt ik B DA R 1) —
AN ZAN S BRI E W IHAE 38 Bh R RE AT S 5. 7E — Be S 7 b, T ik EE41GAA
o] e P

[0041]  FEARYE bl AT—Fhom ik g — Lo sty 9, 7E BTl 697 2 0T, Frid Mk BB 122
30% 5#185% 2 a] (5, /D £130% 40 % 50 % 60 % 70 % 85 56 £ F1 fR 4T — ) () B AL %
B F B & A BOHE E e (FVC%) .

[0042]  FEARYE B AT — POy ik p) — Lo sty 7R BT 697 Z 0T, Frid MR RE A2 A
{5 IR A AT R B B E 0L N AT E R D 240K (Bi4n, 3 /0£950.60.70.80.90. 100K
HEZ) .,

[0043]  FEARYE Ll AT —Fh 5 V10 — 2L 5t 5 R H, Bl MR R B D DLRE S5 4 o U AL
Ko

[0044]  FEARHE FORAE—Fh 7 vk — L5 7y 2 Hh , BT id MR B A SR BT S U3RIE 2
UESEGAAR Bl Z 0 o 7 — L5t 77 R, TR ME B A 2 /D24 CE SECAA RS R AR o 7E — 1
S G, BT IR AR SRR R EAT AT A 2K R 1) IR SEGAARR SR = fE FLR A 2 /D2 AN CE S
GAAZE R AR 44

[0045]  FEARE L IRAT—Pho5 ki —Le sty S H , ) B 3 A4 it FH i ik 245 P 4 & e 1
Z /DA, 1IN A D1 24 (34 JASE SR B K]

[0046]  FEARYE LIRAT—Phoy vk —se sty b, B MATEREZ Bk Ve 97 5 (B, 76
Bk V697 I 5549 ) B 2 /0201 .13 % [ B 5L B AR FVC % 38 0 o 75— S8 St 77 o, ir
RAMRTERZ BT ¥6 97 Ja (B, 76 BTl 8 7 I 5549 ) B 2029289 % 1) B AL & A B
FVC% M40 o 7 — L850 75 &, B MR LE 2 BT iR v6 97 5 (B, 76 B i 16 97 1) 2549
IN}) A 55 PR A HE By T IS DA L 1 2/ 24243 % 1Y) B FIFVC % .
[0047]  FEARYE LIRAT—Fho5 vk —Se sty b, B MATEREZ Bk Ve 97 5 (B, 76
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BT iR 1697 10 5549 AR B B/ 2012 47K 065 B8 47 TR (6MWT) B 25 340 . 75 — L4 51 it
J7 R BT AMAE L2 IR 1697 J5 (9, 7E iR 697 1 S5 49 i) B 2 /02932 21K
6MWT PE 25 34 0 o 7E — L85t 77 R, iR MR AERESZ B iR 1697 5 (Bl , 76 BTk ¥ 97 1 2549
JE) BLAE 55 B 0 T B I 9T i R S AR L A 2 /0 2930 . 01K K 6MWT B 55 38 in o 76 — 2%
SOt T B, TR MR R Z R 6T Je (N, 7R iR Va7 I SR 49 JH ) B B /b4
1.95% [FI6MWT 5 T8 B 4 bb (6MWT %6) 5 25 39 0 o 76 — L85t 77 =, BT i AR FE 252 BT
WIGIT G (BN, 72 Bk 697 (1) 5849 JHIN) A /0 295.02 % B6MWT % 34 0 o 76— L8 5L i 77
F, TR AMALERSSZ Bk i 97 5 (14N, 26 FriR ¥ T7 1) 5549 JH) B 5 R B # B g i
I7 JE BB AR K 2/ 294 71 % R 6MWT %6 3

[0048]  FEARE LIRAT—Fhoy vk —se sty b, B MATEREZ Bk Va7 5 (B, 76
BT 16 77 1 5549 F) B ANEE R £90. 29 % f B 37 4 38 s e KSR 7 5 BB B 40 B
(MIP %) FEAIK o £ —LESH 7 S8, IR AMAAE R Z PR 1697 J5 (B, ZE BT iR Ve 7 (1 549 &
i) B A 5 AR RS B oA T JE RS LA LE AR 2 /0 292 . 58 % (1) B S 4 A MIP % B IG - 7
—Be St 7 R, BRI AR IR BT 5 B 29870 % (1) B 4 3 N e KR U
J305 TRHE B 43t (MIP %) 90 . /£ —28sijifi g S8, i MAE Rz ik ia T e A 5 H
ST 87 R B TR T R AR B R 2 2494 .40 % IR B IS FAETMIP % 36

[0049]  FEARE L IRAT—Phoy vk —Ee sty b, B MATEREZ Bk Ve 97 5 (B, 76
BTk ¥aI7 M 2549 ) B /029239 % I B 7 2 3B e R SU% 77 7 T & 2 b
(MEP %) 440 o £ —LE S 7 S8, IR AMALE R Z PR 1697 Ja (B, ZE BT ik Ve 7 (1 549 &
i) B A 55 AR RS B A T a1 RS DA LU AR 2 /0 29261 % (1) B 7 435I MEP % 38 i . 7
—BE S Ty S, TR MR TE RS2 BT IR 69T f5 BAA 2 /0 291089 % (1) AL H5 I i KPR S,
JEJ1E J3 b MEP%6) 38 48— S8 St )7 B rf , Frid M FEREZ Bk 1697 5 B L5 PR i b
HEFaR Y7 5 IR DUAR L /B 22 /0 292 .51 % 1) B L L A I MEP % 34 00

[0050]  FEARE LIRAT—Fhoy vk —se sty b, B MATEREZ Bk Ve 97 5 (B, 76
FITIRI6 T B 2549 JAIN) AT 2020169 T1ARWUR T B T4 3000 F33 (HHD) 1370 4 o #5245
ST B, TR AR R R 6T Je (a0, £ iR VR T I SR 49 ) B B b4
260. 6941 (1) I JiZHHD S 73 39 0 o /£ — L8852t 77 R, BT i M FE RS2 B i ¥ 97 Ja (B, 76
B ¥6 77 1 5549 JEI) BAa 5 R & 0% 1 g aia 7 5 i AR L /& 22 /0 29106 . 97 2R B T
JECHHDTR 43 38

[0051]  FEARYE LIRAT—Fhoy vk —se sty b, I MATEREZ Bk Ve 97 5 (B, 76
FIriR 697 B 5549 ) BAg 5 2197 8444 _E P Re 20N 757k (HHD) 4553 o 75— &2
ST B, TR AR R R 6T JE (N, 7R iR VR T I SR A9 ) A B b4
173 . 5AZF ) b HHDAS 43 4 I 75— L8 st 7y R Hp , P MR TE R 2 ik v 97 ) (il , 7
BRI Y7 I 2549 AR B 5 PR A B R T 5 I I DU AR b o 22 /0 2963 . 8 T4 1 1) b Ji
HHDAR 23 3410

[0052]  FEARYE LIRAT—Fhoy vk —se sty b, B MATEREZ Bk Ve 97 5 (B, 76
BTG 97 (1) 5549 JiR) A /0252 72/ P38tz 2 DR i (QUFT) =45 75 38 o 76 — e sk
Jiti 77 S, TR MR TE RS2 Bk 1697 5 (B an, TR AT IR 697 I 5549 ) B 52/ 493 . 9811
QMFT 245 43 38 I o £ — L850t 7 2 vh , PR MR AE RS2 Pk ¥6 97 5 (1, ZE BT iR V68 97 1) 28
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49 ANy BA 5 IR A S H B a a7 5 I OUAH B & 22 /0292 L 08 QM T 1543 38

[0053]  FEARHE LR —FhI7 vk — st 77 b, iR MR R Z ik 1697 )5 (lan , 8
B ¥6 97 B 5549 JEINy) B 222290 . A0 {8 R AH < A2 3 Joit & i e TR A 12 2% 1] 3% (SF-12) 4K
A AT 53 (PCS) 30 o AE— 2850t 77 S8, Pk MARAE 32 Pk ¥ 97 Ja (9, 76 Firik Va7
5549 ) B /0252 . 37/ISF-12PCS$8 i o 75— L85 jte 77 o, I MR TE 8252 Frik A
7 5 (4N, 75 Fr ik v6 97 10 2549 RN B 5 R A 0 5 B a e o7 S5 R IS L AR B = 22 20 2
0.77f¥ISE-12PCSI I,

[0054]  FEARHE LR —FhI7 VA — 850t 77 b, iR MR R Z Fid 1697 J5 (ilan , 78
BT iR VA 97 1 5549 R B Z /0250 . 4THISE - 124 # e BE4S4 (MCS) B4 o £ — Lo 52 i 7 %2
W, T IRAMARTE 32 T IR V69T fa (10, FERTIR VG IT I 5549 JE ) B &2 /0272 . 881 SF- 1244
PRAEE AT 73 (MCS) 38 0o 7 — S8t 77 S, Ik AMARTE R 2 Pk v yT Ja (9, 76 ik vy
(15549 i) BA 5 FRT RS a7 5 B IS SR = 220 292 1209 SF- 12MCS3E
[0055]  FEARHE LRAE—FhI7 vk — st 77 b, il MR R Z ik 1697 Je AR 220
£153.90 % I JRHEX4 7K 1 PEAIK o 75— 250t 77 S8 b, Pl MR A2 ik ¥6 97 Je B 5 AR
HIPEHBEQIRIT I O R DU AR AR 22 /0 2943 .14 % 1 JRHEX47K PR

[0056]  FEARWE LIRAE—FhI7 vk — LSt 77 b, il MR R Z ik 1697 )5 AR 20
273802 % I IR Il 7K 1P A o 72— L8 SRt 7 R b, Frid MR e 2 ik a7 s R A 5 H
Bo] 7 b B ey T A DUAH LR AR 22 /0 2923 . 89 % B LRI /K T BEAIK

[0057]  FEARHE LR —FhI7 vk — st 77 b, Frid MR R ik e T e A S H
Bi] 5 W B IR 7 e O A AR EL IR ZE /D 233 .9 % I A & FR L & il (ALT) 7K F#AIK o 7 — ks
77 S, BT AR LR R ik i6 9T e B /04943 . 32 % AL T/KFFFAIC.

[0058]  FEARHE LidAE—FhI7 vk — st T7 b, Frid MR e iR e T e R A S5 H
i) 61 5 g R T S B S A EE AR 2 /0 2932 . 28 % R R & S BR i B i (AST) 7K TP AR o 7E—
BE STl 7 R, PR MR PR VT 5 BoA 202946 .12 % HIAST/KFFEAR.

[0059]  FEARHE LR AE—FhI7 VM — st 77 S b AR B B UL LR IR (MRT) , ik >
RTE TR IR I FE TR A R B Mercurifd 7y o 7E — LSt 75 B, iR B BEWIMRT 55, Air
RAMRLE BT IR VA YT i A2 B A #4513 FD i xon I 1 79 3o 48 — LB S it 5 2 b, AR 45 B A% AL
MRIFRAZ » BT iR AN AE BT IR v6 7 I AR B 80 I 2 AT B A AT B LR IE [ T27K o 7F — LE 51
i 77 2, BT IR B RS IMR T2 78 BT iR A4 10 11 DU Sk WLAR /BSR4 L H b AT o A — S8 S 77 58
W, BTidMercuri {93 78 2 /0 34F (4, 22/ 44F (4 54F  SHE B FE KT [8]) PN AN A 3k 5 %
(g, ASEEIE2% . 1% .0. 5% B EE 2D

[0060]  FEARHE LibAE—FhI7 vk — L850t 77 b, iR MR R Z Fid 1697 Ja (Blan , 78
FiriR ¥a 7 1 5549 JEIS) 5 R R 0% 1 g aib 7 5 A DL AH B B SE ARG T AR AN R A
(TEAE) XS o £ — S8 5Lt 77 S8 R, Frid MR AE 2 iR 1697 Ja (9, 7E BT iR ¥6 97 1 2549 A
i) 55 PR A BE R R T S I AR b B AR A AR A DG R B (TAR) JRURSS

[0061]  FEARHE L AE—FhI7 vk — st 77 S8 b, B iR A A 5 T I 1) 9 gk P 4568 B ok
FHE- = A RSPk (ADA) /K-

[0062]  FEARHE L AE—FhI7 vk — LSt 77 S b, W ik 25 W 4H & ) s R Al — Uit FH 22
FIr il A A o AE— BE STt T 2, BT IR 2500 206 W w bk N it FH
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[0063]  FEARYE Bl AT —Fh ik p) — e sty EH , Brid 254 G4 2 DAL & BT ik SE % -
ARG E Y TR H S A AR Sesi  Rerp, TR 252 BT B AR S
PRl AE—HES 7y R, TR 25 BT B AR L S H R R AR — St R, Bk
255 b B S R o A — Se STt B, BT iR 29 A B pHo N 296 . 2 4 —
SE S 77 2, BTIR 242 b AT RS S AR A 5 29 10- 50mMZ Z R . £40.25% -2 % H &R £
1% -4% H #&EEAZ£)0.005% -0.05% 5 (L AL EE RS0 . 7 — e s /7 R+, Tk 25 b o] 8252
3R A 20 10mMZA Z R - 292 % H &R . 292 % H EEEEA1250. 01 % 5 1L BLEEEE80.

[0064]  FEARYE LIBAT—Fh ik p) — S s 7 R, TR E 0 - S E R A R A TTm
gE

OPO,%
OH
-0
HO
HO
HO 0
-0
HO
HO
OPO;2
[0065] OHO (0]

/ﬁg OH_
N N=—=CH—— GAA
O\Ll

- —IB D,

[0066]  HAGAAZ R Mha-HIHEH N, L 244k, IF Hn g 1510,
(00671 FEARHE LR AF—Fh T vk — LSty S8 b, Frid 560 - 8 1 AR e B A AT T T

+
GEH
OPOz%
OH
o)
HO
HO
HO o)
-0
HO
HO
OPO,?
OH o
[0068] u8 -0, OH_
HO HO -
HO
HO 0
-0 o
HO o]
HO OHo -
S HO (o} N /N=CH——GAA
N p O
i H
o)

— —r (D,

[0069]  HHPGAAZ R MEa- BT EG , n2 1 2210, 7 H = dhmfipdh 7 ik [ Ja F N 1 E 1011
R AE LS R, mAE 3 HopAd 1o AE— B85t 7 77, ns&5-To
[0070]  FEAR#E L iRAT— M7 vE R — 25t 7 =, i GAA S 7E Hh [E 6 5RO &L (CHO) 41 A
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b P2 A R N GAA » 7F — S8 520 77 i, Bl A GAAEL G B Bl a , 78 — Mo st 5 b, T i 25 -
HHE RSV &L LA PEL B (avalglucosidase alfa) o
[0071] IR T FT-1EI6 77 LOPD A 48 B 202 ik 75 F ) i o

F3 152 RF

[0072] PRI 1Y T P St 8] 11 s PR AR 6 1) A 3 e 8 DA R SR B (1) ) N AR b 4 o AR
F¢ (NCT02782741;EFC14028;2016-000942-77) & — T3 Z vl 2 [ FEAL XU W5, H
P T Ik A 3 B TR T i a5 B R T R o fE YR 9T AR LOPDIY B8 7y T 1Y) D2k RH 22 4k
[0073] PR 2F2 4 1 B FE 150 v RB 3 ARTR B) 3R 1) 7 PRV S o FE R I 90 VR T B2 B AN [
B Bt o e Bk Y (TV) FHF-LOPD (B % B DU) (qow , BE2 &) o 7E 5L Fa e B 0 1, 0
B (ZZR14R) TUEKZEZ B8 X T 0 ER R ®R) 1 1b =25 T 345 H 71
T R R AR X (HASE H ASER AL o 32 B0 47 4] (PAP) ST 7T 29005 E 22 & VEVE
T FNIIEVPAN BTG Y7 #A (ETP) 1& H T 13, 5 2emrbadL AL e %

[0074] &34 T & Tkl B A4 A BEAA . Sk [ 56T 5t v 0 ) 3L 100 42 5 35 1 BB AL
b FEPAPH5 44 H 35 7K A HP 1b (4 5 7T 6 W EF e 2H ) 95 44 F 35 1 NETP . EETPH14 44 i
FHrp b 32 RYETPAP S FUE BE i o , I H.1 44 56 AT AEPAPRY R bl B a2 Hh . 91 44 Hir IE
S H5ETP. i #A K 4 (AR)  E 871 # (PAP) AIEK A )7 (ETP) . i £ 20204E3 H19
H,ETPIELEHEAT

[0075] P47t T I IR AL B 28 N I G it 2 o B 28 N I G i AR 3R — AR LOPD R 3 .
TEPAETT A A AR AL X T — 28 fem T i KAE (max) ~5e/ME (min) Abr ik 2
(SD) fH

[0076]  EIS/NH T 643 BB AT AR (6MWT)  F J3ilivd & (FVC) 5t RIF A /7 (MEP) Rl K
WS 77 (MTP) S5 SRR ARFAE o 78 3 FLAT AR P B a2l rh — (1) 44 538 W X SR 2R I B S/ MTP
FIMEP &5 T8 % B EAS s 5T AN S50, n =50, FELR BRI £ — RLOPDREAA 3 HAEPIANIG
I7 A AR AR o

[0077] W67~ H 1 F-FEx0 7732 (HHD) 1 & 784 g D195 (LOPD) A #if ik FE 45 73 (MCS) PCS
HR AR i e 4543 (PCS) PRl iz B T RS MR, (QMET) FE B AH ¢ 4B 35 TR B B M A 1246 i %
(SF-12) ZHI IR LR HHAE o nfH RN A SEOHAT VP ) B H R E N T — 228, 18
AT B RAE (max) I /ME (min) FRR#EZE (SD) 1H o ZELRRFAEAR R — RELOPDRE AR I HL7E W
ANEIT A SRR

[0078] K77~ T FEPAP(A] B 75 (1) FF SR (8] 06 F AN P K 2 HR S T R 2 2 5B
R SRR TR 29 5 124 B 22 1) TR B R B a2 AR 1150/51 (98.0% ) £5  FIRa] 67 b fifFa 241
H1(144/49 (89.8%) Hid .

[0079]  PESAZIKISB/RHY T i THTFVC Y% FIEMWTFE 85 M I 28 31| 45 49 J 1 2 /s — 3¢ (LS) ¥IMH
LA EIBAZN Y T 5 TITTFVC %6 M2k 31 25 49 JE [ LSIE 46 % A2 4K, . I 8B R th 1 6MWT
B (m, K) MIEZR B 2549 I LS HME 46 %3 A4k o 5 B i WE B oMl LE , S RLRI M iR i 97 &
FEVCAIOMWT IR ZE 2] 5549 Ji 1 BE R 4%

[0080]  PE|9AZ KB/ HY T FVCHIEMWT M I 2% 21| 5549 JAI I A5 4k o EI9AZR H 17 5 TITTHFVC % M
FLB B A9 Y B/ 3 (LS) ¥IME AR (95% CI) o EI9B /R~ H 7 6MWT L2k 3] 5549 LS
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YA (95% CD) .

[0081] K107~ HY T 7 TTTFVC %6 A28 21 2549 A I LSEME AL Ak o SB0T # b 1 g a Al LE , 3L
FLE P R IE YT S 305 FITFFVC % [ K 2. 43 % [ 36 00 . 76 5549 JEIT , 5 FH R 4 B i ia T
12 535 M0, HC AR E IR T2 53 BoR BUTFVCH K2.43% 3G in (95% CI: -
0.13%,4.99%) o 7£ 5549 IS , FIXHF I LS HBME AR % (SE) N F A B e =2.89%
(0.88%) (95% CI:1.13% ,4.65%) FIRM #ikE HlFa=0.46% (0.93%) (95% CI:-1.39%,
2.31%) . “CI” KR BASX (4], 1M “SE” RIRARHER % o

[0082]  E[117~H: [ 6MWTHE & (m) M IEZE 2 E549 F LS ME AR Ak o S5B0 i b H BgaAH LL , 3
LA FE T EE 6 Y7 S EOMWTFE B 1) K30 . 0 1m ¥y 384 00 o 7E 55 49 JAI B, AHXT T-JR 2R LSIME (SE)
Ak, (m) A L HE T Ba=232.21m (9.93m) (95% CI:12.47m,51.94m) , [ %4 ffa =
2.19m (10.40m) (95%CI:-18.48m,22.86m) , 3 H %= H=30.01m(14.43m) (95% CI:1.33m,
58.69m;p=0.0405) .

[0083]  [KI127% HY T 5 T T-6MWT PE 25 %6 M Jk £k 31 5549 J& (1 LS H M8 AR AL, o 55 6n] 261 1 15 Fifg o
b, SCTLAT BE B yE TT S80S T 6MWTRE B %6 19 K4 71 % B 3G 00 o 76 5549 AT , FEX T2
LR IILSIIME (SE) 284k % AW I B fEa=5.02% (1.54%) (95% CI:1.95% ,8.09%) Al
B % B e =0.31% (1.62%) (95%CI:-2.90%,3.52%) , 3 HZER=4.71% (2.24%)
(95% CI:0.25%,9.17% ;p=0.0386) «

[0084] P& 13AZ P 13B Y 1 S TL 61 W T g R Lt o) e 4 L7 Fa 70 28 49 RIS o T HMIP %
AT FHHMEP % AHR T 3L 2 0 AR AL 35 . IR 13A R HY 7 A FE 2R 3 5549 JE i) o T3 1MIP % LS
EAR AL I 13BN 1 ML 2R B 2549 I 5 TRTHMEP %6 LSBME AR A Fe7n tH T LSIME I
L5t

[0085] P14/ HY 1 M FELE 31 55 49 F U HHD LR & 1543 LS YA AR Ak o 5 B 2 B T B a kH EL , 22
FLAPEFY B o 7E 25549 FINTHHD CF %) 4370 X T2 2R 1 AR AL TR IE a3 22 53 (LS4 [SE])
J£106.97(67.17) ;p=0.1150;95% CI:-26.56,240.5,

[0086] P& 157 H 1 QMFT /1570 M B 28 21 55 49 R (W LSS AR 1k o S0 46 b 1 BigaAH L , 3T
iR B o 7E 5549 R B QU T B 45 40 ARG T 36 2R i A8 AL B IE#a 34 . 2 573 (LSHIME [SE]) 2
2.08(0.94) ;p=0.0288;95% CI:0.22,3.95,

[0087]  E16AZE[E16B7 HY 1 { e AH DG AR v i & il R 25 1 255 W7 3% (SF-12) R {8 e 15 55
(PCS) FIKE Fh{EE FEAS 73 (MCS) M IEZL 31 2549 B LS A AR b . Bl 16AZR HE T SF-12PCS73 40 M
FE2B B 5549 H K LSIME AL, . B 16BoR H 1 SF- 12MCSTR-45 M FE 28 31 45 49 JH [ LS I AR AL, . F5
7~ T LSEME AR A1) 22 S o A LU T o 0 1 e, S8 B R R B e AE S5 49 JEI ) SF-12 (PCSHN
MCSH553) AN T JE 4 ARk s TE a5

[0088]  PE177R T 3B BE o ) 2 A MRS o F) 7 A BT R AR AR R 2 I B % /01
UARIT R I A R 44 (TEAE) 1B B (%) HiEAE G RN (TAR) 58 SR TE 4 #a]
BULE R o L8 T HA TR & AR 1 5 001 90 MR VR 97 A DG B AT BE AH OGS R S48 . fEPAPH , — &
o] 8] B A ey o7 1) BB B T 2R O LR ZE CRAESC) BISAETI AT o i 6 # EF BiFa 2 HH DY 44
B T AR AR5 (B2 4 B A TARM B3) s LR a3 A BB TR
LR B a ) 22 A M SNEO TFINEO - EXTHIF 58 FR I S AT K HHA 56 — 200, WA B 2 v (E
I
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[0089]  [&I18AZE 18BN T i THHHFVC % AIGMWTHE 25 M 5549 J& 3| 5597 JE LS Y AE 1, .
X 20 44 5 45 B3 A0 2 AT S8 2R EVCRI6MWT () 53 A48 m o el 1386 o i 7 #8252, ARl
A5 B E B A BT AR AU

[0090] P19/~ T AT B ATLAL 23 1 B Ak B AT A A B

[0091]  KEI20AZE20B/~ H TN ZE G YT (mITT) BEAARFEPAPH L8 N 1 S it 4
fiE .

[0092]  KEI21AZE 21D/ H T mITTHEARLE S LRI 1) R ARHAIE

[0093]  EI22A E 220/~ ) T mITTHEARTEPAPH (1) B DA S 50 ) BE 2R AH

[0094]  KE23AZKI23B/R H T e A PEREARFEPAPHT B AF T2 2590 7= it R R B2 ] o

[0095] 2475 H T XmITTEEAARLEPAPH Y B AL AW FVC (b5 TTTHE %) B 4% U A8 A6+
FE LR 10 A 1 A AR RS 56 1) 3 B0

[0096] 2575 HY 7 mITTHEAA R APAPH 1) B 45 bk 15 llg o 6 J9ETP R 11 3 BL 381 B 1 a1
FEE I BB ARFVC (5 TiiHE %) M EE49 FH B 215597 AR 1L

[0097]  KEI26AZE26B/~ H T mITTHEAARTEPAPH6MWT (LK TH 2047 BE B AL Pl HE %) 19 1%
VI PR T 3L 28 (0 A8 1) Al VB AR B A 56

[0098] 277~ HY 7 mITTHEAA Y APAPH 1) B 25 bk 15 llg o 6 J9ETP R 11 3 BL 381 B 1 i a 11
o A9 JE BB 97 H I 6MWT GEATEEES , LUK 1) 281k

[0099] K287t T mITTHE(AR (FEi8 N85 Bl BE K) FEPAPH EL AL L HIMIP (5 Tl vE %) Al
MEP (o5 Tl E %) B 13205 AR AR XS T 3 28 A8 Ak 1) Al THE AR B A 56

[0100] 297" H 7 mITTHEAR (FERE A6 5 B FE R) FEPAPH F-HF 20l 7732 CF IBVLIA 98 )
) F2 U A AF G T8 28 1) A8 A B A VB R T 56 o

[0101] K307~ 1 mITTREAARLEPAP A R 12 Bl Dy 8 M 1 3207 A X T 2R 28 1 AR AR iy
THE AR AL -

[0102] E31IAZKE31B/~H TmITTRAMA (FERE N 18 %5 5l 8 K) ZEPAPH ¥ SF-12 (PCSAIMCS 15
53) FEVTRAERS T R 2 I AR A0 I A o H (B AMBAE A 36

[0103]  [E32ARE32B/~ ) 1 X M REARAEPAPH 10 T H I A R HAFIRIA .
[0104]  EI33AZE33B/ 1 7E FL T 73 A 35040 5, S8 B RRTARE A Il A B T ] i B 1 Pl oA 2
49 JEIIF &7 FRTEMIP % A 5 T HEMEP % AHXS T JE 42 (1) AR A 35 o T R 4R I FOMIP o il THE %6
FIMEP (5 WL HE %6 AT, HERR 700 44 3 (a2 4) JE33ARH T EEH 04 5, MIP &
T 1E % 3L 28 B 5549 I LS H{E A1k . LSIME AL 1K) 2 53 44 .40 (3.04) ;p=0.1505;
95% CI:-1.63,10.44.E|33B/~H T AEE BT J5 , MEP & TRTHE %6 IR 4 31 5549 JA LS )
B2 LSEME AR AL 22 72,51 (4.14) ;p=0.5449;95% CI:-5.70,10.73.

[0105] P34/ HY 1 LA 2 DU A= M0Am 10 1) 2 2R R AIE < JRHex4 TN R BR 4% 2§ (ALT) L K&
AL Z I (AST) IR G (CK) FILER B Co LA (CK-MB) o P 2H A (1) D2 DU A= A 1e 7
S LRI T o IE R YEE 40 R : JRHex4 (mmol/mol) :0.194-3.36 (AMERI LM, F#13-18
) ,0.142-1.92 (BRI L, F#>18 %) sALT (IU/L) :6-34 (1t , 4F#4<69 %) .6-32 (&
P, FERE>69%) 6-43 (B14,10-18%7) .6-35 (5314, FFi8>69 %) sAST (TU/L) :10-40 (53 4 F1
LM RS T-18%) (9-34% (Lo, AERR>18%) \11-36% (B, F#4>18%) ;CK (TU/L) : 18-
169 (&M, F#k16-18%) 126-192 (Lo, W >18%) . 18-408 (A1, Fi#k16-18%) .39-308
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(B, 8 >18%) :CK-MB (ug/L) :0.6-6.3 (H MM, Pra dke) —nfE R 8280
AT R LG VHAG 1) B .

[0106]  [E35A% K] 35B7 1 J DLJod AE Wb 1 R 2 31 5549 /I 1) 3B 284k I 35AZR HE T
JRCEFEDIYBE (Hex4) 7K P HIAR 40 73 b I 28 21 25549 FE R 35 B A8 4k I 35B7R 1 LR P i
(CK) 7K~ F A2 A0 3 b R 21 5549 J (1) B{E AR A o I 35C R HY 1 AN FR 4R 31 5549 JH (1) M
JRHex47KF . 35D7 Hi 1 M FE 2R B 5549 J& (1) B WLBR BRI /K~ o PE BT A S 40, Bl 5 1 [R]
(R HERL T BAEX T EE 2R BB AIC BB £ SD) , He A 78 55 49 JRINS 75 21) 38 BL 31 0% 1 il o 2H (1) 2
ARG T BA) A B 2E A ) BB B ORI R AR, 75 2549 F B (1) — S8 200 1E Y R L PAP,
FE BT EA;SD, ARt 2 . JRHex4 (mmol/mol cre) B 1E 5 v H (B 35CH A #21) :0.194-
3.36 (FIEM LM, 8 13-184) 10, 142-1.92 (B MR Z b, %> 18%) CK (IU/L) 1 1E
Y (BI35DAF INBIRERY) < 18-169 (i, 4F il 16-18%7) 526-192 (L, 4F il >18%) s LA Kk
18-408 (J3 1, 16-18%) .39-308 (T4, FF#4>18%) .

[0107] 3675 H T Hr2g¥iiik (ADA) Alrp A& (NAb) S S o F 72 391 18] 4 A % ADAEAT P
i, 3F BB ADAS) 5 Bt 3 BU A B 1 B o pi A2 BT R 0 5 B a4 o va 97 v R I ADARY |
Sy EE N5 - 100x GRIT ISR AI+1E 97 175 SO ADABH M B38) / (AT VR R B 69T
FHIADAI H 73 bE Wl R vH5 : 100x GRYT 75 T ADARH 14 35 / (2RI ADARH 4% 1 vl vEAY i
FH IR I0YT IR ADAR) B 4 b a0 N 1155 100x QA7 Nk FADARH M &8 %) / (R LIt
ADAFHYER AT PRI R =) o

[0108]  KE37TAZREI3TCo Y T AERLLE I B 70 i TH AVRRAE , an St 2vh BT adk o & 37A R Bt
FUBH R BB AT BT : (1) fE5E TG T i M AE T WIIR FILOPD S 24 v
X P BE T B o F R 25 L 2 v 2 [ L3 8 7 ST 7T (NEOT,NTC01898364) ; Al (2) 7E
B — TR FC AR S5 Je BRI I AR TT ATYA I LOPD S 5 35 v ko 3 T A B 1 B o) T TsUb e
2 2 rputs 2 EE I (NEO-EXT,NTC02032524) o B 37BAETE G B vy i FVa 7 M1A HILOPD S
525 i o0 SCPLAT AR TG RONEOL 2 H 0 L 2 [ R TR 25 328 36 77 J A AL 1) 7R = Bl (Pena,
L.D.M.Z5 A (2019) Neuromuscul Disord.29 (3) :167-186) . E37CR H T 55— TAF 72 il 3L 25
I (2 5 FHE, IS i 2 BFik AR #EQuan jer , P H. 25 A (2012) Eur Respir J.40(6) :
1324-431HHEITH EALFVC. 4 7E B v RIS < qow, B FE — J& s LOPD, W & 8 i DU 5 %6k o] ]
W BTG ;T2 BB A B L B a = 9> F ; 6MWT, 673 55 47 AR s FVC, FH A filiis &5 SD, i
.,

[0109]  WE387R H 1 58 —HF 50 HH I B ZR i 1 5 s S H, G s i 9 2 0 i I & 24 78 ] o S5 300
INf: 6MWT , 643 892247 Mk ; GMEM- 88, # K3z 2 g Ml & - 88 GSGC , A0 4 LR L =y /R BIAE
i DA s HHD, 48 00 32 QUET , PR iz sh D e A s B & SD, bRt 22 o {8 FH i Mercuri 4y
RN N=1EEI 2= 2 B 3= T R 4=HEZ R 0T HABLNT2, 7% {EHE
NoN>39ms .

[0110] 39/~ 1 3L 4 i DU Sk Mercuri 25 45 54 J5 2H 23 AR 2 8] 1 5% &R .

[0111]  E40AZ E40D7R H T MAS: 535 70 I DY Sk UURR B 28 UL A 13 55D 1 xon fiig 5 70 B
75 . E40AZE B 40B7~ T £ENEOL (G 4%) FINEO-EXTHAE] , 178 4 B DY S WL (n=7) (E|40A) 1
JEZEAL (n=7) (E140B) H 113 fiDixon/lg i 73 % . Bl 40A % E40B7~ Y 1 ENEOL (FE4%) i
NEO-EXTHAE] , #3415 DU Sk WL (n=9) (F40C) FIARZEAL (n=9) (E40D) Hf3 £Dixonfli i
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Iy BUNTE 24 A2 b BN CT, BASIX R s qow, BERE— & o o A AR 2 3 T 22 (i 0 12k A A g
A R~ S48 o A€ AR S MAL T 7 Z2 54, A5 BE ML PR AR A o1 R R 6, FLrpk (] (J]) Sy [
TE UL, T B AR ABE HLRON. -

[0112]  E41ARH T AEDEIFIRALIIRE  DhREMT A UL 58 FE Az sh D RE Y 32 22 (FVC) |
VKBS FLAD Dt Jey b, S T0 R B LT T« 2E A LG T o 260 4 i o 2 ARG T 28 2R 1 AR TR R LS 33
B (95% CI) % 5. Bl41B7R 1 78 W& A8 5 AH SC I A2 3% BT (QoL) I S A Ath D Rk 45 J)
Hh, S TL R B T T o 2B T T o) e g o ZE AR T R 2R ) AR AL I LS B ARk (95% CT) %
St oEuroQol 5/NYEESANI N 7K T 2% (EQ-5D-5L) {8 23 FII & 42 VA o7 i T4 FH 0% [ e i
)4 BRI FE (BL) #1538 1) (crosswalkJ77%) o % B DR IE IR 2 3R (PDSS) , MFI 24
A0 0 W RO e I IS (R IR s S A9 55 49 o0 ELFE A R 57 AR BILR G R B
WLRITE 23R B G WA TE 77 5 1 T8 71453 50 GL 38 S LA T 0 =-S5 LA G 77 5 9 B S 1S
A3 ELFE LA R i R I 5 9% 57 /W T 19 4 BT SR I% 55 18 0« B TE 1345 5 RO 848 4 o 5t
T P8 DU s fE % (PDIS) , 1545 159 70 B4 F5 8 HH P FNIAR 5 I B 5¢ S 34 BEAR 7 B 6 20
A7 FE G HME T L AT ST MR E M N R R o A AE P R R I : 6MWT , 643 B 24T I
iX;EQ-5D-5L,EuroQol 5Nk FE5/N M B 7K P 8 3K ; EQ-5D-VAS , EuroQol 54 B H i 40 &
FFVC, H It iE = s HHD , F-HE 0l 7775 s MCS , K # g JE S VF s MEP, e K SUE 77 MIP, £/
IS 775 PCS, YR A JE S0 VF s PDTS , P8 DU 5200 73R8 s PDSS, 2 DUBPAER 83 s PGIC, B3 A
IRAZAL EN R QMET, PRI3GE B T A IR s R-Pact , RaschZE 711 P8 DURS P& 50 FISF-12, 2
RERA 12T A %

[0113] K420/ T MIREZR 21 5549 Ji () IME TN R R % 2 Mg (ALT) 7K1 42B7R HY 1 ALT/K
P NIREZR 21 5549 FE I ME B A 1 4 LE o SD, AR ifE 22 L ALT (TU/L) B 1E 5 Y B (B 42A9 kA 52
[1]) :6-34 (Lo, FE#<69 %) ;6-32 (W, FE R4 >69%) 56-43 (1, F#810-18%7) 5 LA M 6-35
% (5P, F>69%) .

[0114]  E43A7RHH 7 N FEZL 1] 5549 JA B 348 R A& R % 2l (AST) 7K1 Bl43B7~ th 7 AST
K M I 28 21 5 49 FE ) 8B AR 40 B 43 EE o SD, b 22  AST (TU/L) 19 1E % ¥ Bl (B4 3AH B
SZM) 1634 (L, FFERE <69 %) 56-32 (Z ik, FFiR>69%) 56-43 (B, Fi#810-18%) ; LA 126~
35% (531, F>69 %) .

BASHEA

[0115] A I i $2 40t FH 1 FH S 0 - TR 1k o - T AR T I8 (GAA) R & iR T i R 284 I DL
(LOPD) HIZH &I TT 5 o £ — LE STt 77 S, T IR SE - GAAZE & W 2 S B AT BE 1 R e o 3L BL
HPEE R o N R R B R SIE B T AR SRR I 2H 6 0 FH 16 7 LOPDIR) Ty 380 Rl 22 4
P

[0116] 1.5 X

(01171 ARSCA I ARLE 5 A Siem & B B AR TE AR ] L BRAE R SR80 E o

[0118]  RIE “Be Mo - W T B 5 “GAA” 7E A8 SCHR m] T #4802 48 85 1 R 1tk o - 71 B
Wil o 7F — BB STt 77 R rh , TR GAA R B ZH GAA . 7E — LU S0t 77 22, FTIRGAARE AGAA.

[0119]  WIARSCHT A, “VRJT (treatment) ” B “YAIT (treating) ” & H T3k H Bl fr v 45
IR S W51 BT AR H B, A 800 75 16 R4S R AR EAR T LU H
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) — Tl 22 < 92 3R 92 93 P 50 110) — o i 22 P bR < 93708 B3 9 9 110 38 ] 2 i 5 0
(il , YUPT B A 1R P 2 903 PR S04  TOUS)s B E 3R B R 92 9 () 7 6 TS5 B3 e 38 T 3 9 9 (1)
KA R IR Bk 2 BT IR 95 6 1) 3 R SO BT R RS BRI IR s 1) S GRS
BUTEAR) kNI I I 5 T 7 1K — bl 22 A At 24 1) 1) 7 = B SR I IR 9 e 1R g A
o A TR AN/ B K AFE A VR YT I IR 15 8 2 D8 DL (WILOPD) e 8 J5 SR A RS
R XYY 7 1 R AR — AN E A

[0120]  OR3E“MME” 2k E7 5“7 fE A n] Bl LR A A3, B3 A 78
— LB T R, IR MR N AR ST R, Bl AR A LOPD o £E — LB S T R
W, BT MR TR ER YT

[0121]  dpAR4uidsk b BT B AR, “F5 R R R &) (B an B & B F B o 5 ) 2
DAL= A B @5 Ve 9T 45 )=y (9, P& AISLOPD ) — Foh B8 22 o bR 1) 7% B 52 i e 02 ) [, 8l P ™
HRE LR OE , B FTIR — Fhak 2 MOE R TE ) B0 & TR T A B s B R A R
B> BTk 959 5 B — Rk 22 FOREIR (A2 A4k 2L LA F0/BAT N E IR , B0 48 5 AORE
FNLE I A Ji B 1] S 30 H ) A () s B R TR 8 s REA T IR 9 9 (1) S AL R0 28 1) 2 35 T o K
YR IT I BT T B AR 25 W R B 0E S — FR W) AR S B AR B 5 e 1)t e R/ B A
KB AR W AE— BTt 7 S, I Va7 77 A R0 T DA RE R AE IS I (R S A7 S AN
TRt FEATIE ) 5 51RO R B, (BLFE 58 4% S LB 70 S ) 5 75— 2 72 b 2 it BT iR 92 9 B
JPIAE ) — Pl 2 PP AR AE BCREIR 5 RN/ 8 g Bk S22 A TG T &

[0122]  4nARSCRT H, “FREAR” R 4B AEIR YT UG 2 10 BE TT FH AR B AR I I R S 3 A=
FRICIIE

[0123]  RIE LYWL -G & F8 40T 77« o 2008 20045 3 b e &0 M Rl o 1 AR 03
A B WK i FH R B il b 1R 32 0 A A T B2 1 #1444y
[0124]  “Zj2% Bl 52 B8R 2 T8 29 W Be fil b o B 1 3 18 Bl 20 BA AR 32 308 531
— Pk 2 AR o 24 b AT B IR AR AR B S AR AS R T 2 i S R 7R A e A R AR
sk BB 7R A A

[0125] R “Gd&ui B H T 4a a7 7 an I il e vhis SR i 4, K5 F 6T
PR ZRIG ST 7 b B ASE R AR O& REE VS R it 2 AT B R A/ BB S S R
[0126] Tl iy SR ATART il Py (9, fo 2R sl s ) Bt , o & 22 20—k ) (gl
FH 1697 2 8O IE (5140, LOPD) 19 24547)) 5538 T4 e MR AS AR ST il A= s i R 4R %
FERELG S 77 2R, 1% i3 ) sl R SR A B T STt A ST Rk 19 7 VA I BR G EAT R 41 L 40
KA

[0127] X HLX) “2” fH sk S5 52 G GFREIR) B0 A8 s 30 & 19284k . i, o
T AX7 IR BLHE X7 A .

[0128]  4nASCRT H, 0 “A 2" FAME B S E 32 S8 F 2 f8 kAR 77 A ME S
N, T7E IR TR XA = 8 iR U7k - TR YT R 7 XELAMI S B 0
[0129]  ACAd K ARAE “LIX-Y" A 5 “CXELY I K& Lo

[0130] A SCHh DL S AE BB AR 22 sk B A, R B0 X — AN/ —Fh (a/an) 7 8T ik
(the) " BLFER e, BRIk b~ SCHH A 2~ HAD B O

(01311 GnARSCRT H, ARIE “F0/807 , an “AFA/ B B” iX A 1) 4515 B 72 B G AFIBH & ; ABLB; A
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(FAR) 5 FNB (R o [FRERD , WA SCHT F, ARAE “F1/887, n“ABAN/BRC” IX A R 4615 i 783
5 LA St 7 RPN AVBARIC; ABERC ; ABC s ABKB; BER.C ;s AFIC; ARIB; BFIC; A (i)
B (Bph) 5 AIC (B Ah) o

[0132] R [ fif, J9ids 28 e ILTE 20 FF 0 S it 77 22 1 bR SR IR 1 AR R B R 1y Bt e Rk
W] DAAE BRAN STt 7 SR A TR  AH I, D T TR R L, 7R BN SISt T S st R IR 1)
A B AR 2 PR R 0] DA 2 FR R LB DA S & 1 A AR PRt 8 T AR SR 4 A
YRR 7120 St 5 8 ) BT 4EL 6 B iR e T AR R B R AR 3 ELATE T A0, gt [+) S0
H A TR H G —FF . 540, TR IR LSRR 1 STt B9, Brid H &9 F0
VRV AIRR R B A T 4 S B i a5 T AR K B E R I LA T T A0, st an R 72 4
SCH R H B A T AR R AN X A2

[0133]  II.VA¥T /71

[0134]  ARHITEIRHETEA T B0/ MA A AE FH AR ST IR BT —FP S8 - GAAZR &4 (il 5K
[-3TTT, B PL TR B e) A7 P DLs (i s &L D2 DL995 (LOPD) ) 117772

[0135]  FE—Mesijii /7 R, AR AT SCARSEHE—FhAE NN G I7 I DU I 7 3, Frid 7
EALHE ) iR At A S E A A, TR 23 G0 & E - EE R AY, H
TR SR £ 1 RN Z % BT i EUA, o riR SR - R B R A R A IS -

OPO>
OH
-0
HO
HO
HO o]
-0
HO
HO
OPO,?
HO ol"o
HO HO
HO
HO 0 5
# o}
HoHO .
HO
° °~L+-GAA
L —1n

@,

[0137] L HHGAAR IR Mo - Fii B 1M , L2 i 42 T ik SE 08 5 B IR GAA R Ak 22 423K, I Hn 21 &
10 7E—Ses s 5 B, B BT iR 25 AH A W) UL 29 5mg / kg 2 £940mg kg (151411, £120mg/kg) 1) 7]
il FH o 7E— SE St T R, TR 245 % b i B2 Y BB A A =R S H =R L H R R B R
L AL EE S 80 . 7E —Le s /7 S v, BT IR 24 2% b m] B2 52 I B AR5 24910 - 50mM (51 401, £4710mM)
HAMR210.25%-2% (lan, 212%) HRER 211 % -4% (B, 292%) H EEEEFZ£10.005% -
0.05% (fFlan, £90.01%) R (L BLEEEE80 . 7F —LL st 77 2 vh , FTid 25 4 & W pHoN 215 .5
F216.5, W26 . 2. 75 —LESTHt 7 A, BT IR UL 2 LOPD o /£ — e St 75 Ze 1, BT ik SE M -
HHREZEWEAX D K40
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HO

HO O

OPO,%

ﬁ
& OH
-0
" /ﬁg
HO
& o GAA
O\Ll

= — (I1),
[0139]  FLARGAARE IR MEa - HIREH M, L A3k, JF Hn2 1 210 £ 2850y S op L B
RFERE - E A R EMAA N ATD 45

[0138]

(o]

0140 o

fo140] | o,

HO HO'
HO
HO [o]
HO [o]
HO OHo "
N N=—CH—7—
| HO ) P o c GAA

o —" (III) ’

[0141]  HAPGAAZFRYEa - HIFEE I, na2 1 2210, JF HmAlph 7 Hhidk 5 VG Y1 21006 25,
FE—SE STt 7 2, mAe 3FF Hpsg 1o fE— 2850 77 2, na5- 7. 7F —LeSLifi 7 R, T iR 5
¥ - A RS L B R M (avalglucosidase alfa) o fFE Y85 7 =, ik &
B -t B U SR S L HTBE H e (avalglucosidase alfa) ofE—285L{i )7 b, rid 4>
RAEFTRIGIT I IR R 4138 2249188 AE— LSt 77 27 , BT IMATE 322 BT IR 16 9T 2 |
BAZ130% 22950 % ) 71 fifid & (FVC) 5 TTHE B 2 b o £ — 288 77 B+, Frid MAAE
FERZ B R I6TT Z 00 Be AR AT 1R AN A B2 B S R AT E 240K = 4150K

[0142]  #F—2Esjta 77 8, SR A — Py N AN R ILOPDIY 75V , BT ik 77 v A3 [ BT ik
AMETE R ZIA G, Bk 2540688 TN - 8 RGN a2 i) sk, H
T IR SR - R A R A BEA IS5
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[0143]

[0144]

253
ey

H i

[0145]

[0146]

Foh GAAZ Rk o - T BE T, L
RTEE - B R

~ h Y
" P B 17/89 T
OPO,%
OH
-0
HO
HO
HO (o]
o]
HO
HO
OPO32
OH_ o}
HO Ol-|0
HO HO
HO
HO (o] o
= (o]
HOHo OH
o HO
°~L+—GAA
I —1Nn
D,

R GAAZ IR Mo - T HE T 8 » L2 JE RPN S0 5 P IR GAARI AL 245k, F Hng 12
10, Jﬁﬁﬁ/ﬁ\qﬂHﬁﬁﬁé”i%éﬂ/\%L/LQ’J20mg/kgE’J FRE it P o A LSBT S, BTk SRR - B

%ﬂﬁiﬁllﬁ’hn*’lz

OPO,?

&

-0
HO

OPOz%

(o)

BaMAANITTH S5 -

OH
HO Or'o
HO HO
HO
OH
-0
N==ch—1— GAA
O\Ll_o

n

dDn,

gk, JF Hn 1 10 76— sy Zrp, iy
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OPO,>

OH
o]
@
HO

ﬁm ﬁ“q
HO =
" \M)‘\ W /N_c”__GAA

| —n (I,

[0148]  H A GAASE TR PEa-FiME R , n/e 1 2510, FF HmMlpdl 7 i gk 13 36 B 91 45 10f B2 5
TE— L5t 77 e, mig 35F Hopfe 1o 78— 285t 7 27, ne5- 7. fE— L5ty Eh , Tk 5%
Wi - A RE GV L ILE P B (avalglucosidase alfa) o fE—LE5Tjii 7 R, Frid />
RTE FITR VG TT R AR R L3 8 41885 AE — s /7 R , FTid MAETE 352 T id 697 2 11
HAZ130% 22950 % ¥ H 1 ifvd & (FVO) 5 TTHE | 2 b o 75— 285 7 7, B MAAE
B2 TR IR YT 2 AT RESELE A5 R B A A B2 B B DL R AT E 940K B 2950K

[0149]  FJ3JifivG & (FVC) & T VPAS P DU 25 1R R W Lo 32 1 o P I PR 2 4 FVC AR B
TR NS FVCTRTH IE# B R H 43 b, FEAEAR SR RN “FVCE FiTHE A b L “FVC
TRUHME %67 5% “FVC %7 o FVC 2 G i fifi 52 0 5 v D 5 1), 75 R TT B8 R IR S mT LA A S8 3 it 58
FAIRE )2 S 2 B AT B LSBT, AT AP FVC . FVCHI 82> 5 IR R Gt F RE A
FET R AR 2R B A G

[0150]  7E—uesiujii 7 R, I it —Flia T — BN MR Z 4 AR ILOPDIY 77 7% , B
TS A PR MR IR 2 4 ANAME I — A A G, Bk 25 A G B
B ARSI IR AT — P RE -GAAZE A (il an, =0T - =0T 1T, B3 FL A P R o) AN 24 2% b mT 42
ZRARAR , HodoB TR 25 240 A W L 2920mg kg 1) 77 Bt Y 5 e v 1) 22 44 A AN it FH BT ik 24
WS AR 249 SRR DA 1% E /D L2, 3% BRE /D214 .6 % ) BLAL IE I FVC % ~F- 3
B0 o 7E— e St 7 R, FRpE—FRTT — BN MERE . A AR IILOPDI 7732, BiTid 77
AT A AT IR MRS RT IR 2 44 NAMR R B — 20t 25 S0, BT iR 29 A L A
SCHTIR AT — Fh B W -GAAZE A (9, 3T - 30T 1T, B3 PO b ) A2h 2% b AT 3252 1)
B, HAvR BT iR 2524 G P 0L 2)20mg / kg B 77 =it FH  Hedb im) 22 44 N AN it F BT ik 25 4 24
B LA E SEAELI . 1% B4, 7% 195 % B A5 X ] P £12 . 89 %6 ) B 22 A FVC %
PIHE I o AE — LE STt 7 A, SR — PG T N AR A I LOPDI 7732 , BT ik 5 i A4 ) BT iR A
it 23 G, Bk 254 -G W04 & A SCRT IR AT — Fh SN - GAAZ &4 (B, =01 -5
TTTEG S FL Ao T g e) FHZ 2% B nT 22 80, i prik 259040 -5 V) DL £920mg / kg 1) 711 &
Jiti 9 BT MATE 2 B D L1499 M iR B T e R A 20 2401.13% (B, /44
2.89%) M ELALHZEIABTEVC % BN o 7E — LE Sl 77 27, 3R AL in SR A LOPDI N AN HIFVC
(054 » BTl 77 V2 A0 4 ) Bk AN it 6 25 AR ST I () A — Fh S W - GAAZR &) (Bl , =T -
AT, B TLAIBE H o) A28 % T2 R B8R 2964, 3 B R ik 25940 &
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YILLZ320mg / kg ) ) & it FH o 7E—LE St 77 S, Bk S0 - 2 1 L& 0 3 U B il a
(avalglucosidase alfa) . fE—YE5LJE T R H , Frid AMARLERE 2 ik 697 Ja (B, 72 frik
TBIT B EEA9 FA ) HA 5 R I R e T S R OLAREE m A2 D 29243 9% 1 B AL A
FVC% 381,

[0151]  #E—esji 5 9, ¥R J7 R E e 4L 0] J5 M &, Frid MAe R A 2400 TE
AR —ANMRIFVC % 35 1:0.25%.0.5% 1% .1.25%.1.5%.1.75%.2%.2.25%.2.5% .
2.75%.3%.3.25%.3.5%.3.75% 4% 4.25% \4.5% 4.75% .5.0% B{ B £ (£ — LL S jii
T3 =, IR TT R FR S [A] 5 N, Bk A B A 25 B0 E AR — AN EIFVC %6 3G -
1.5%1.75%2%2.25%.2.5%.2.75%.3%3.25%.3.5%.3.75% 4% .4.25% .4.5%
BYE 2, G IX R 2 JR] AT AR {1 B ] o 7E — SS St R, 2 TR VR T 0 R Rk 8] 5 U
I, AR TR, iR MR B 2/ 290 MEH AR —ANEVC % 5 1: 1096 .20% .30 %
40% .50% 60% +70% +80% 90 % B FE £ o 7E —LE 5 il 77 =, M TEIR YT R 8 RF S [R] J5 I
I, M TR, frid MR A AN UL M EH A —NIEVC % #1:90% .80 %
70%.60%50%40% 30% +20% 8% 10 % o 7E— L& 5Lt 77 2, Frid MA R A 2400 MMEH 11
FE—ANIFVC % B 1 :10% 20% .30 % +40% .50% .60 % 70% .80% .90 % , f X LA 2 ]
() AR ART B BT ] o 7E — SE S 7 2, il A A 75 422 52 e 5 LI 1] 1) ik v 97 )5 -5 R R
TR ORIT IS S LA B B0 £10.25% .0.5% 1% .1.25% .1.5%.1.75% 2% -
2.25%.2.5%+2.75%3%3.25%.3.5%.3.75% 4% 4.25% .4.5% B{ 5 F FIFVC % 1
o 7E — B85t 75 R, T IR AN I FVC % J& 7516 9T 2 LA N AR A AT — I 18] J5 I == i = 1
2 A3 B 13864 A25 .74 H .84 .9 AL 37 V49 124 L 24F (54F . 10
S B R A [A] B R L 2 (] AT {E B

[0152]  #E—uEsjfi /7 R, BT MATEIR T B/ A 13 e R A Z1.558 294 .59 (il tn, 29
3.058(FH £) FVC Y% B4 I o £ — L5t 77 R b, Frid MARLETR T 2 /02125 ] j5 A 29162
21480 (BN, £33 . 2185 ) HIFVC % 38 N . 76— L8 st 77 S vb , Frid MATEIRIT 20 4
3THERA£0.232 294,19 (Flan, 292 21805 £) HIFVC % G0 . 78— L85 5 B, Arid
AMRTEVRIT 202149 5 BB 291 . 13829465 (BN, 2. 898 5 £2) IFVC % 1N,

[0153] 7 —LsTjiti 7y &9, BT MATE 2 2 /0 2913 I Bk v 7 5 LA 5 FH R 88 0
By I7 5 I TS LA EL 7 220 292 .40 % 1) BT B3I FVC % 38N . 76— B85 5 b, BTk
MMELERESZ 2 /0 2925 I B ik i 97 5 BAA 5 H BT i E B aa 7 )5 5 DU & 2 20 2
2.64% [ B AL L IAIIEVC % 3G 0o 7 — LSt 77 S, IR M FE 852 2 /D 2937/ I ik ¥
I7 J5 B 5 R A B R T JE B RS DU AR EL R A2 /D 291,66 % Y B K AR FVC % 3N 75
— el gy R, BRI TE RS2 2 /D 49 TR BT iR 16T f5 B 5 R R RIS
S LA L T 2 /D292 . 43 % Y B AL FAIFVC % 189 4

[0154] 7 —SEsZjifi 7y R, BTk AMARTE 5249 TG IT I6 BB B E X R N £12.89 % 5§
152 % 53 % 2 [A] i B AL S 3BT FVC % S35 B 0 o 75— LSl 75 7, AL SR 3BT FVC % T 33
BINAE1% 55% Z A/ERIEL. 1% %24, 7% Z 8] AE—2esLjii r =, frid B X A /295 % B
5 X ] 7EHE L S il 77 R H, FTIR 95 % BAS X (Al A2 7EL. 1% 54,7 % Z ] o 75 HoAh 5 il 77 &6
W, FE TR AR 32 49 VR TT 5 » BLOL B FVC % PR B 2 £12.89% , 295 % B 5 X
BN 1% %E4.7%.
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[0155]  #E—LLsjifi Jy 9, [a] 2 44 /Mt FH BTk 25 90 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
£12.89 % M) B AR FVC % 1 34738 i o 75 — L8 St 77 P, B R AR FVC % [T 24384 n
TEL. 1% 4. 7% Z W] A —2E ST 7 S, Frid B {5 X [H] /2 95 % B {5 X 18] . 75 FE L st 5 58
W, BTIR95 % BASIX (A2 7EL. 1% 4.6 %  [A] o 7E HAM St 77 S8 b, B AIFVC % -3
BN Z12.89% , H95% BASX A N1.1% £4.6% £ — L2 )i )5 R, ik £ 4 M =51
LA

[0156] 7 —ULsja /5 R b, Tk MATE R 249 FHIR YT I BB £ /0292, 3% M B L &K A
BT FVC %6 38 o 75— L2 STt 7 R o, BT MATE R 249 IR TT e B A 202492 0% I E AT
ZIRITFVC % YN o 7E — Lo St 77 R, BT iR M2 A9 HEIT e B A 1EL. 1% 54.6%
Z (B ELSLHZE SR FVC %6 BN o £ — L8 STt 7 2, i MR AE 25249 /19697 )5 BB 18
2.3%55.0% 2 B[] B3 2 A ETFVC % 300

[0157] & KW SUE 77 (MIP) Al KIES % 3 (MEP) U055 0 W VL) i K it JIMT P AIMEP & FH
TP Ah SR P2 DU ) A ) R W T e AR I PR 2 300 MTPFIMEP B DU A g vk 2047 Il & .
“MIP& TR 40 HE”  “MIP & A %7 B8 “MIP % J2& 5 # & FOMIP &5 Tt 1F 5 8 1 & 4
EG o “MEP &5 TRTHE H 20 Eb” « “MEP (5 FiiHE %7 8 “MEP %7 /& $5 B8 3 OMEP (5 Tl it 1E % (A i &
Iyt

[0158]  #E—uEsiji 5 EH , J it — G T — BN MERE Z 4 A FILOPDI 5 v, AT
7 AFE A BT MR A 2 44 NAME R IR — At 2GS0, B id 25 A G ) B
B AR SCHTIR BT — Fh SR - GAAZE A4 (B dn, 201 -3RT 1T, s 8 R g a) F2 2% bmT s
AR, Horp B BTk 259 21 A W) L 29 20mg kg 1) 7 B8t FH 5 e R 1) 22 42 AN it FH BT i 24
WA YR 249 JH SR D214 5% /D8 T% B A /D212 .5 % Y BLAL B3 e KRS
JE 7705 TR 43 b (MTP %) ~F- 3438 0. 75— 245 75 2 vp, 34t —Fhiar — s N2
AN PILOPDI J7 %, FTid J5 1 B4 ) B MR B TR 2 44 N M 1) — 4 it FH 2
VI AW, BTk 25 e A 0 B8 A SCRIT IR AT — Fh B - GAAZR A4 (B an, X T-3R1 1T, 83
FLATBE TP ) FNZ 5 BT 252 (R34, Forolks B ik 259 4 G W LL 29 20mg / kg 1 77 & it FH ,
W Im) 22 44 N F T IA 25 W0 4 & i RE 9249 i S 3R 204 . 5% £ 2912.9% 195 % B AF X [A]
2987 % (1) BLL S F i B KR U 7 7 PivHE B 4 B (MIP %) P35 3

[0159]  FE—esijii /7 R, il AMATE 2 2 Bk 697 Ja (Bl , 78 BT iR 697 1) 5549 JE 1))
HA A 290,29 % 1 B 72 3B e RS 77 BB B 23 B (MIP %) FEAIR . 72— Le sk
Jiti 77 e, FTiR AR TE 2 BT iR ¥6 97 Ja (a0, 7E BTk va 97 10 5549 Em) B 5 R R 1 0
B ayGy7 i (15 0 A B AR 2 /0 292 . 58 %6 [ BT 28 34 MTP % FAAIK o

[0160]  7E—esijii /7 S, il AMATE 2 2 Bk 697 Ja (Bl , 76 BT iR 1697 (1) 5549 Ji 1))
HA 2 /0218 .70 % (1) B AL L F I 5 KW U 700 P HE B 40 b (MIP %) 380 o 78 — L8 S
T, TR AMATER 2 iR 1697 5 (B4n, fERTIR G 7 1 25549 A i) LA 5 FHR & B 1 i a
TRIT TGS AR i Z /D 24 . 40 % [ BT 3 IMIP % 38941

[0161] 7 —LEsLjitiJr R, 2475 VA TR 8 FESLI 0] 5 M B0, AR T 3848, Frid Mk B
Z L) R E A AT — AN B R I MIP % B : 4% . 4.25% . 4.5% \4.75% 5% -
5.25%.5.5%.5.75% 6% .6.25% .6.5%.6.75% 7% 7.25% .7.5%.7.75% 8% -
8.25%.8.5%.8.75%.9%.9.25%.9.5%.9.75%.10%.10.25%.10.5%.10.75% . 11% .
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11.25%11.5%11.75% 12 % B 3 £ . 7F — S8 52 5 SRR , 2475 VA 7 4 s $op L) 1] )5
I, A TR 2R, Bk M B 29 DL N E AR AR — AN B LIS A IIMIP % H50: 496 .4.25%
4.5%.4.75%.5%.5.25%.5.5%.5.75% 6% .6.25% .6.5%.6.75% 7% 7.25% «
7.5%.7.75%.8%.8.25%.8.5%.8.75%.9%.9.25%.9.5%.9.75% .10% .10.25% .
10.5%.10.75% . 11%.11.25% 11.5% 11.75% +12% B 5 %2 , A 53X Lo 48 2 1] AR AT AT B
BUT o 7E—EE STt T S, B MR FE 32 52 K5 5 RF SN TR] 1) B ik Ve 97 5 5 FH A 4 B il a
TBIT G S AR B =0 250.25%.0.5% 1% .1.25%.1.5%.1.75% 2% .2.25% .
2.5%.2.75%.3%.3.25%.3.5%.3.75% 4% .4.25%.4.5%.4.75%.5%.5.25% .
5.5%.5.75%.6%.6.25%.6.5%.6.75% 7% 7.25%.7.5%.7.75%.8%.8.25% .
8.5%.8.75%.9%.9.25%.9.5%.9.75%.10% .10.25% .10 .5 % B} 5 £ f{) BL 3L & H i)
MIP % 358 i o 75 — B8 SZ it 77 S v, AT IR AR ) B2 SR I MIP % 2 7R VR 9T 29N N AT —
I TR) S I 1 < 1A H 24 H 3 AL 138 64 HL 25874 H8/4 H 94 A 37/ 49 12
AN H 24F 54 TOAF B R K 1], A0 45 1 L AH 2 [8] AT Ar] B BV

[0162]  7F UL /5 R, ik MATE R Z 49 FRIRIT G B A EESIX B N Z18. 7% 5L
TE5% 510% Z A BAET % 59 % 2 [A] 1) B2 A MIP %6 -3 38 I o 7 — Le St 7 Z v, B
SLEESARIMIP % “F 338 N 7E4.5% 512.9% 2 M B fE4 % 515% 2 (BB 7E5 % 513 % 7] . 7F
— LS T R, TR BAS X (R 295 % BAG X [A] o 7E R L St 7 22, AR 95 % BAS X [H] 2
TE4.5% 212.9% Z [A] £ HA L 77 S b, 7E Pk AR 82 52 49 JE B9 97 Ja » B L2380
MIP %G P38 N2 498 . 7% , $£95 % B ASIX (8] N4.5% £12.9% .

[0163]  7E—LLSTjiti 7 &9, [A] 2 44 /Mt FH Pk 259 40 & W e 5249 Ji 5 87 BLAS X 1) Y
298.7% [ ELAL L ABIMIP % 338 0 o 78 — L6 St /7 R, B AL R A BMIP % ~F 35 38 N7
4.5% 212.9% ZIA]  fE— L85t 77 S, BT ik BAS X [H] /2 95 %6 BAS X [A] o 72 HE L S it 77 58
H, BTk 95 % BAS X [H /2 7E4. 5% 2212, 9% 2 (8] o fEHAB ST it 5 R , B AL HABIMIP % 3
BN 298.7% , H95% BASIX 8] 94 . 5% 5512.9% 4E— LS 5 = rh, Tk £ 44 M2 48
LA

[0164] 7 —uEsjifiy b, Frid MATE R Z 49 FIMGTT JE BB 2 /0416 . 5 % [N BH AL LA
ISFMIP %6 340 o 7E — L85t 75 2, B iR MR 249 MG IT e B £ /0216 .6 % B L
YAAIMIP %6 38 0 o A — S8 St 77 S, Ik MR FE R 32 49 JE 1697 J5 R A 756.6% 58.8%
Z (B LSS SIS MIP %6 G0 o £ — L8 STt 7 2, il AMARAE 25249 /19697 )5 BB 18
6.5% 59 % 8] 1) B 37 2 3ARTMIP % 36 11

[0165]  7E—uEsji 5 EH , Je it — G 7 — BN MERE Z 4 A FILOPDI 5 v, AT
BT AR R PR AR BT IR 2 4 NN B — it 2 A &0, Btk 25 &t
B AR SR IR AT — FhEERE -GAAZ A (il an , =T - 20T 1T, B FL A P g a) A2 2 bn] 42
A, Horp B BTk 259 21 A W) LL 20 20mg kg 1) 70 Bt FH 5 e R 1) 22 42 ANt FH BT ik 24
MV B YIFF 8249 H S EDL5.2% B/ 4710.9% B /D X114 . 3% 8L E D Z116.5% K B
P B RIS S0 4 (MEP %) ~F- 343388 fin o 75— e s 75 b, 32t —Fhiar — s A
B2 22 NS ILOPDI 77725 , BT 5 A4 ] BT IR AMA B BT IR 2 2 AR (1B — 44
it FHZ5 WA A1), BT iR 25 A 6 W A B AR ST IR AT — Fh BB - GAAZR &4 (g, =T - 5K
TIT, 8P RS T B a) A2 2% b nl 8252 IR 3k, Fodols Bk 259240 6 ) L 2920mg / kg 1 771
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=it L A m 2 NN it T IR A G Y RESRA9 B S ETE 25 . 2% B 4916.5% 1)
95% B 5 X (81 9 2 /0 £910. 9% 1) B E S0 o RIFSE J1E 40 MEP %) 34384 .

[0166]  #F—LEsLjti 77 R, Fridk MAAE RS2 ik 697 J5 (B, 76 BT iR ¥6 97 1 5549 JE i)
HA 2 /0212 .39% (1) B AL L F I 5 R AU 700 P HE B 40 b (MEP %) 38 0 o 78 — L6 S
T, TR AMATER 2 TR 167 5 (B 40, fERTIR G 7 1 25549 A i) LA 55 FHR & B 1 i a
TBIT JE IS AR AR 2 222 .61 9% [ BL A7 L 34 MEP % 38411 .

[0167]  #E—Esjti 77 R, Frik MAAE RS2 ik 697 J5 (B, 76 BT iR ¥6 97 1 5549 JE i)
HA 2 /D2710.89 % I ELAL LI e KPP ASUE 778 BHE E 3 bt MEP %) 3G . 76— S8 S
T, TR AMATER 2 iR 1697 5 (B4n, FERTIR G 7 1 5549 A i) LA 55 FHR & B 1 i a
TBIT G IS AR EL 8 28 /22 . 51 9% [ BLS7 L 34 MEP % 3411

[0168]  7E—LLsjifi /7 2, TR VR YT Rr 8 FFEEIT 8] J5 M= I, A XS T2 4%, prid MA R A
ZE/DLZILL N E T AT — AN B AL B IMEP % 0 :5.0% .5.25% .5.5% .5.75% 6% -
6.25% .6.5%.6.75% 7% 7.25%.7.5%.7.75% 8% .8.25% .8.5%.8.75%.9% .
9.25%.9.5%.9.75%.10%.10.25%.10.5%.10.75% .11% .11.25%.11.5% .11.75% .
12%.12.25%.12.5%.12.75%.13% .13.25% .13.5% .13.75% .14% .14.25% .14 .5% 5%,
W Y85 5 R, YA VR R R e SR 1) S T, AR T3 2k, iR AN B AT 4
PLRAE A AR — N 0 B R AR MEP % 3 011 :5.0% .5.25% .5.5%+5.75% 6% .6.25% .
6.5%6.75% 7% 7.25%7.5%.7.75%.8%.8.25% .8.5% .8.75%.9%.9.25% .
9.5%.9.75%.10%.10.25%.10.5%.10.75% .11%.11.25% .11.5%.11.75%.12% .
12.25%.12.5%.12.75% .13%.13.25% .13.5% .13.75% .14% .14.25% .14 .5 % 8{FE % ,
A HE 1K LA 2 [0) AT AR (B BV ] o 7 — S8 St 7 S HR , FITIR AN AT 42 52 5 7 o B2 [B) 1) Pl
By IT S HE TR aGR T E B AL B A 2 290.25%.0.5% 1% . 1.25% .
1.5%.1.75%.2%.2.25%.2.5%.2.75%.3%.3.25%.3.5%.3.75% 4% .4.25% .
4.5%.4.75%.5.0%.5.25%.5.5%.5.75% 6% .6.25%.6.5% .6.75% 7% .7.25% .
7.5%.7.75%.8%.8.25%.8.5%.8.75%.9%.9.25%.9.5%.9.75% .10% .10.25% .
10.5% B 5 22 f) L 37 4 A MEP % 38 i o 78— S8 Sl 77 = v, B AR 1) LS K A B MEP %
FEAEIRIT LALLM B AT — I E] F ISR : 14~ B2 A3 A3 64 H 25874 H.
8AN A9 A 3T VA9 V124 A 24F  54E L 104E B 58 KR [R] , A0 375 3% 848 22 18] [ AT {a] {1 %
[0169] 7 — LSy R, BTk AMARTE 249 TG IT I6 BB B E X RN £110. 9% 5L
1E5% 515% 2 A B AE8 % 512 % 2 [AJ B FE9 % 511 % 2 8] () B3 2 3B MEP % “F- ¥ 384 Jin . 7
— LBt 7 S, B IS IAEIMEP %6 SR A INAED . 2% A216. 5% Z (M B FES % 517 % 2 [H] . 71
— LS T S, IR BAS X (R 295 % BAG X [A] o 7E R L S 77 22, ATk 95 % BAS X R 7E
5.2% %16.5% Z [A|BRAES %6 517 % 2 [8] £ HAB S T B, 78 Frid MR R 32 49 I BVE T
J&i » LA RIMEP % P-4 38 2 £910.9% , 2 95% B X A N5.2% %16 .5 % 8L fE5 % 55
17% 2 [a].

[0170] 7 —LLSTjiti fy &9, 7] 2 44 /Mt FH FT ik 259 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
2110.9% ) ELAL L BIIMEP % X 38 0 o 75— L8 S j 7 S b, B 3L BB IMEP % “F- Y4 36 hn 78
5.2% %16.5% Z [A]  fE— LS 77 Z v, Birid B X (7] 72 95 %6 BL{E X [A] o 75 FELL STt 7 58
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H, BTk 95 % BAS X [H /2 7E5 . 2% 2216, 5% (8] o fEHABSL it 5 R , B A7 2 A BTMEP % 3%
BMRZ110.9% , H:95% BASX 8] 5.2% £ 16.5% o fE— L85z jifi 7 &b, ik 2 24Nk &
51 %M

[0171]  7F—SsZjiiy R, Frid AMARTE 249 G IT G BB 202011 3% I HAL KA
PMEP %6 38 1 o 75— L2 ST it 7 R H , BT MATE R 249 IR TT e B A 2 /0418 1% I E AT
ZEIMEP % 3 0 o 7 — S8 St 7 b, i MR Z A9 AT E R AES. 1% 5
13.7% Z 18] () AL 2 S MEP %6 3901 o 7 —LL 51t 77 S8 Hp , BTid MARTE 2249 /M6 7 )5 B
HAIELL.3% 514 %  [A] 1) B L4 A IMEP %6 38 1

[0172] 64382 AT I (6MWT) BE 592 F T VPAh e DU A5 25 1032 2 D e B I R S 40 A
SCHTH , OMWTDFAl BE A% 78 AN 45 1 BN B4 B2 B I A O T A7 78 22 2D 40K 1) 2R AE6 43 B
P DAT I R S o 5 0, G SR AR TT R R RE SR (0] )5, ARG T 2R 28, BT MARE B 7E6 70 Bh 4y 21
AT KPR ES , IGMWTAG P e o dnAS SCAl AT, “6MWT (5 Fiit18 7 20 b 51 “6MWT %7 J& 48 f 5 1)
OMWT B 25 o5 T4 153 B B o0 L

[0173]  #E—uEsiji 5 o, 3 it — G I7 — BN MERE Z 2 A FILOPDI 5 v, AT
A7 A FE A BT MR IR 2 4 NAME R IR — At 2GS0, B id 23 A G )
B AR SCHTIR BT — Fh SR - GAAZE A4 (B dn, 201 -3RT 1T, 8l 8 R g a) F2 2% bmT s
AR, Horp B BTk 259 21 A ) LL 29 20mg kg 1) 70 B8t FH 5 e R 1) 22 42 AN it FH BT i 24
WA Y 5249 S 8= D 2912 5m. F /02 23mel Z /D Z150mi) 673 Bh 5 47 M (6MWT) 2 9
PR AR — SRS g S, SR —FhR T — BN MR E 4 AR F I LOPDI v, BT
A7 AFE A BT MR IR 2 4 NAME R IR — At 2 &0, B id 25 A G B
B ARSCHTIR BT — Fh S - GAAZE A4 (B dn, 201 -3RT T T, 8l Rl g a) F2 2% Tz
AR, Horp o BTk 259 21 A W) LL 29 20mg kg 1) 70 B8t FH 5 e R 1) 22 42 AN it FH BT i 24
MG YR ERA9 ] FEEL12 . 4K B Z1522K 11195 % B 15 X 8] PN 2932 22K 16 73 82547 Mk
(6MWT) 5 B~V 238 i o £ — $e S J7 S8 vh , 3R 4 — Pl I T — B N MR B A AN 1)
LOPDI) 7925, Fridk 77 2 4 ] B iR MR B BT ik 2 24 N /MR R B — 2l FHZ A &9, B
RGN AW S A SCR AR — FhBERE -GAAZE & (1, T -2NT 1T, B3 B b L il
) A2 b a2 M B, Aok ik 25 M4 & L 2920me /ke RS i, Sob i 2 4N
AN it F BTk 250406 W) Fe 2249 i F B R A0 292 % VB /b 293 .5 % B A /D 298 %6 IR 6MWT (5 Fil
THE T 53 EE (6MWT %) P34 38 0 o 7 — e st 77 R, 3R Ak — PG T — 2 AR EZ B A
P FILOPDI 535, BTk 7 V2 B0 4 ) i MBIk 2 48 N/ B — 4 it FHZ 04 &
Y, Bk 25 W20 & W0 & AU IR (AT — Fh SR A - GAAZE &4 (B, =0T - 2RI T T, B8 B e A
Hla) F12h2e bRl sz 38U, o 4 Bk 25 2405 ) LA 29 20mg / kg () 771 &5t FH , e ) 22
ANt BTk 2590 1A P e 2R A9 B R EE 291 . 9% B 498 1% 1995 % B A5 X 5] 4 2
5.0% [FJ6MWT (& T8 5 4 bt (6MWT %) “F- 238 I o 76 — e 52t J7 22, 34— Flia 7 ANk
H ILOPDI 7 7%, BT 77 V25 L4 m) B At FHZ W 40690, BTk 25 W 4060 8 2 AR SCR
AT — FhE R -GAAZ A (il hn, ST - T T TE S L b Er o) F2 2% bl 8252 I 304
AR 25 Y LL£120mg / kg 1 71 &t F I B FTIR AN TE 8252 2 /0 2949 (1) Bk
BIT G B B2 47K (40, 2 /02932, 21K) [I6MWTEE B5 340 . 75— Le s 5 2 rh , 4%
ft— a7 AR FILOPDRY 77 3% , Birid 77 i AL 46 1m) B ik AN i FH 2590 2 &9 , BTk 259
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HEWL S A SCHTIRFIAT— P EENE -GAAZE A (o, x0T - =0T T 183 P& B g o) A2
TR R AR, Ak TR 25 AL A L 2920me /ke R L OF BLATIR MATE 2 &
D249 E B Bk 1697 e B 20 291.95% (N, 22 /0295.02%) BI6MWT %6 341 o £ — L2 sk
Jiti 5 &, $R AR 38 0 22 LOPDIK) A AN o g 6MWT i 25 BR6MWT %6 [ J5 35 , FIT ik J7 ¥ A 35 1) flr
AN A L B AR ST IR I AT — P EE R - GAAZR & (i, a0 T - 50T 1T, 8% % BT M 1 i)
22 bl 252 B EAR R 25 A &4, - H I A8 Birik 245 W4 6 P B £920mg / kg I 741 & it
o fE—Sesmji 7 b, TR SERE - S A B S & L TL A M B a (avalglucosidase
alfa) o fE— 28877 v, ik MELERSZ ik i yT Ja (N, 78 Bk Ve I 1 5549 JE i) B
A5 HR RS R aye YT 5 S DUAB A 22 2 2530 . 0 LK Y 6MWT #E B9 36 0 o 7£ — LL St 77 58
W, BT MR TE B2 B v 7 Ja (9, 72 Frid v T7 1R 2R 49 FEL D) B 55 ) 6 b B e y6 97
Ja s AR L K 22 /D 29471 % (I 6MWT % 38 41

[0174]  {E—UEsja 5 9, JAEIR Y7 R 2 FE S (B) 5 =B, frid MA B A B4R
{8 AT — N GMWTHE 25 36 51:0.5.1.5.10.15.20.25.30.35.40.45.50.55.60K 5 5F £
Ko FE—LESJit 77 R H, MR VR TT e 8 RE ST 0] )5 =B, B ANk B 29 BL S E H AT —
ANHI6MWTEE B 3 h1:0.5.1.5.10.15.20.25.30.35.40.45.50.55.60K 5L 5 22 K , f 4% ix t
B2 (BT {E B VE ] o 7E — Se St 7 R, 47697 e 8 R i (8] fg R, prid M R
Z AL N AE TR — N 6MWT %6 3 11:0.25% .0.5% 1% . 1.25% .1.5%.1.75% 2% -
2.25%.2.5%.2.75%.3%+3.25%.3.5%.3.75% 4% 4.25% .4.5% \4.75% 5% .
5.25%.5.5%.5.75% 6% .6.25% .6.5%.6.75% 7% 7.25% .7.5%.7.75% 8% -
8.25% BB £ o fE— MU 7 S P, VR IT R E R LI (] JE M E I, BT i MA R A 2490 M
B AT — N R 6MWT %6 B8 41:0.25% .0.5% 1% . 1.25%.1.5%.1.75% 2% 2.25%.2.5% .
2.75%.3%+3.25%3.5%.3.75% 4% 4.25% 4.5%4.75% 5% .5.25% .5.5% +
5.75% 6% .6.25%.6.5%.6.75%7%.7.25%.7.5%7.75%.8% .8.25 % B % , £}
XA 2 B AT AR BT o 72— SE STt T 22, 2 AE VR TR A8 R RIS [A] J5 I &N, AE T
FLL, iR MR B 2 /b 2900 A A AR — AN B 6MWT i 25 BR6MWT %6 34 1: 1096 .20 %6 .30 %
40% +50% 60% 70% +80% 90 % B HE £ o 7E —LE 5l 77 R, M TEIR YT R 8 RF S R] J5 D
I, X TR, Brid ANk B A 29 DL B A AT — N 6MWT 2R 25 5 6MWT %6 14 Jin -
90% .80% .70% .60% .50% .40% 30% .20 % 5,10 % . 7£— L85 jifi /7 =, ik Mk B A 4
DA AE H AT — A B 6MWT R 55 BE6MWT %6 38 1 : 1096 .20 % 30 %6 .40% .50 % .60% 70 % -
80% 90 % , 151X BE{H 2 [8] A AT A {E B Y ] o £F — B8 S it 7 22 vF , BT IR AMATE 452 52 5 58
SR TE] R BT IR Va7 J5 5 FHRA e B s T e B IS S AR B B 2 /0 295.10.15.20.25, 30,
35140455055 60K B 5 K [ 6MWT 2 25 48 i 75— S8 St 75 B vft , B MARTE B 52 15 8 FF
SRS [R) () Bk v T Ja 5 A BT b R e 9T S S SRR B 220 250.25%.0.5% 1%
1.25%.1.5%.1.75%.2%.2.25%.2.5%.2.75%.3%.3.25%.3.5%.3.75% 4% .
4.25%.4.5%\4.75% 5% .5.25%.5.5%5.75% 6% .6.25%.6.5% 6.75% 7% .
7.25%.7.5%.7.75% 8% .8.25% B 5 2 (R 6MWT % 39 0 . £F — Lo Sz jifi )7 S, Frik M4 )
EMWT 2 25 B 6MWT % A& 7E V57 29 LA N AE A AT — I 8] JF & - 14~ A2 A3 AL 13,6
A 25T H8A A9 F.37E 49 L 124 F 24 J54F L 104 B KN [A], f 4% Xt
B 18] (R AEART B BT
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[0175]  fE—uesijii 5 Bvp, Irid MATEIRIT 2 /0 213 5 A £10.5Tm B 4135 . 47m (3]
U1, £)18. 02mELFE ) ¥ 6MWTFE B 34 01 . 76— L st 75 R, Frid MATEIRIT 20213 )5
HAZ0.16% £ 215.52% (B, £)2.84% 5L F £) II6MWT % 38 0 o 78— L85t 77 2+, frid
AMELEVRIT 22 /0225 J8 5 B 417 . 43mZ 2947 .09m ({640, 2727 . 26mBk 56 £2) [ 6MWT FE 55 3
T0 o fE— 285 7 =, TR MATE VR TT 2 /02125 F e A 2401 .17% B 27, 28% (i, )
4.23% B4 5 2 ) FI6MWT % 38 N . 7 — 2Lt 7 S8, I8 METEIRIT 2D 2137 R s B H 4
10. 44m % 2746 . 62m (B U1, 2128 . 43mu 5 22 ) FIGMWT 2 25 34 0 . 76 — S8 5 5 = b, Bk M
TEIRIT B /DLI3T R B A 411.66% B 417.23% (40, 414 . 44 % 5556 £2) [K)6MWT % 3400 . 78
— LRt 7 e, TR MATE R YT 20 249 5 B A 2912 4TnE 2951 . 94m (Bl 4, 2932 21m
BUHE 22) (1 6MWTBE B 39 0 o 76— S8 St 7 S8, BT MATER T /2149 5 B A £91.95%
F418.09% (1, £15.02 % B4 56 22) R 6MWT % 14

[0176] 7 —L&STjiti 7 &9, BT MATE 2 2 /0 2913 B Bk v 7 5 LA 5 FH e 88 b
M ayA 7 JE IS AR K B /0 292 . 91 m KT 6MWT FE B8 34 0 . 76 — L8 52t 5 & vh , BTk M 7 42
2B/ R B 6T G BAA S R a7 S S DL AR L K 22 0 25088 %6 1
6MWT %6 38 11 o £ — $& ST it 77 B, BT iR AMATEH: 2 22 /0 2925 IR Frid ¥6 97 5 B 5 B 46
WEEEE AT G TS LA EE K 2 D 2117 . 6 TmiF) 6MWT PE 2548 fin o 76— S8 52 7 2270, BTk Mk
TEFESZ 22 /0 2925 i Bk Va7 J5 B 5 FR s B R T S IS GLARLE K 2 /0 293,09 %
[RI6MWT %6 34 . 7E — Le St 75 2, BT M TE 32 2/ 2037 ) Frid v 97 J5 B 5 F BT
BB QYT B B IS A K B D 24912 . 94miKI 6MWT R BS 389 00, 7 — L8 St 75 =R b, prdk A
e 2 /D237 ) B i 16 97 J5 B A 5 FIB w6 0% B b 7 Ja S oA b K 2 /b 2
2.30% [PI6MWT % B4 I o 7£ — Lo S 5 2 v, Bl MR TE 52 22 /D 2949 [ BT 8 697 e B A
L5 FHRT 46 M T B R T i B DA B 4 22 /0 2930 . 0 I 6MWT B 25 386 i o 75 — L8 st 77 B
Fr iR MR TE R 52 22/ 2949 A BT i 697 Ja B 5 B A i B aya 97 5 i IS AR K &2 /b
214 .71 % FFJ6MWT % 34 11l o

[0177]  fF—Sesjiti 7 b, TR MR AE 825249 JE 11677 5 B 76 B 15 X T8 N £932 . 2mEk
7£30m-5 35m [A] ) 6MWT FE 5 ~F- 35 14 0 o 72— L STt 7 22+, 6MWT PR &~ 3 G hnfE 12 . 5m &2
51.9m A BYAE 1 2m 5 52m [A] o #F — $E STt 77 S, T id BLAS [X [A] /2 95 %6 BLAR X ] o 75 L8
SEHE TR, FriR95% BASX A ZE12. 5mZE 51 . 9m 8] 5% 7F 1 2m 5 52m:2 7] o 78 HoAth S it 77 %2
W, TE TR AR B 2 A9 I 16 97 J5 » GMWT R 5~ 247 38 in 2 2932 . 2m, 395 % B AF X [8] 412 5m
%51 . 9mEL{E12m552m2 [/ .

[0178]  7E—4usiiif 7 2, [A) 2 ANt ATk 29 0 20 A W e 8249 Bl S R B S X TR Y
2932 2m) 6MWT FE B 1 3538 0 o £F — e St 77 = v, 6MWTEE &~ 338 InfE12 . 5m %51 . 9mZ.
] o £ — LS5 7 Ze b, ik B A X 8] J2 95 % B A X [8] o 75 S Le S 5 =, ik 95 % B 5
X [H]7E12.5m& 51 . 9m 8] o 75 HoAth St 5 22, 6MWT B 25~ 34 38 2 2932, 2M, 95 % B 15
X [A]2412.5m&51 . 9me 7E—LEs i 7 2, ik 2 A MR 251 44k .

[0179]  7F UL /5 Rrh , ik MATE R 3249 B 1) Bk ¥ 97 5 B % /0 £923mfr) 6MWT i
BB AE — B ST R, FTIRAMATERERZ 49 B BTk VAT g FA /0 2923mir 6MWT #E 55
BN 7E —Se st 7 2, BT IR AMATE B 249 B BRI Je B 7212 . 5m 5 52m 2 [H] 1) 6MWT R
B AN o 7E— LSy B, BT MARTERE 3249 G TT 5 A 7E23m 5 52m 2 [H] [ 6MWT 2R
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[0180] 7 Ui /5 Kb, ik MATEREZ 49 RIRIT IE B A EEE X B N Z15.0% 1)
BMWT %6 P55 1 Il o #E — 52 i 5 & 7, 6MWT % T~ B INFE2. 0% ££8. 0% 2 [8] o £E — LE 5L i 5
FH L TIR B ASIX 8] & 95 % BAS X 8] . /3 L st 77 2, BTk 95 % BE X A2 1E2. 0% &
8.0% I8 o 7E HAR Lt 77 B, 72 B iR MR 22 49 F B ¥R 97 J5 » 6MWT % ~F- 35 35 i 2 29
5.0%,H95% BEIX[H H2.0% £8.0%.

[0181]  FE—LSTjitiJy &, [a] 2 44 /Mt FH FT ik 259 40 & ) e 5249 Ji 5 87 BLAS X 1) Y
25.0% HIOMWT %6 ~F- 35 B4 o 7 — LL St 77 2, 6MWT %6 P35 3G N 2. 0% 228. 0% Z [A] . 7E
— LS T R, TR BAS X (R 295 % BAG X [A] o 7 R L St 77 22, AR 95 %6 BAS X [H] 2
7E2.0% %28.0% 2 [A]  £E HoAth 52 7 22 v, 6MWT % ~F 38 N2 £15.0% , H:95% B (5 [X [a] N
2.0% %8.0% o fE LT 7 = rh , ik 2 A MR 251 A M.

[0182]  fE—Hesiiti 7 B, TR MAEE A9 I TR G IT F R E 2 /042.0% 1
6MWT %6 34 I o 75— 2L STt 7 v, i MR E R 2 49 JE B iR ¥ 97 J5 B 2 /D 293 . 5% 1)
6MWT %6 38 hin o 72— L85t 7 S8 Hh , Bk MAFE R 3249 I i )T J5 R 1E3.5% 58.0% L [H]
[RJEMWT %6 38 fin o 7E — LL St 77 S8, Frid MATE R 3249 MR I R A E2.0% 58.0% 2
TE) T 6MWT %6 38411 .

[0183]  FHF=Uill 773% (HHD) £33 2 F T VA D DU 28 2 () JUL PR 5 B2 1 i PR 24 HHD A5 4>
DN A P e DA P JUL PR (437 a8 s ) PR I 3 o B T I 77 o 6T P DL R, 1d
i N JBHHD A 4 ot m] LA & U1 B8 35 1) L ST HHD A 4 o WA SCRT 5 “HHDS 43 3 T
H 4L 8 HHD %7 S 45 5 3 AHHDAS 2 o i IE % (A0 H 4B

[0184]  7E—uEsiji 5 b, J it — G IT — BNMERE Z 4 A FILOPDI 5 v, AT
A7 AFE A BT MR A 2 4 NAME R IR — At 2 &0, Bid 25 A G )
B AR SR IR AT — PR RE -GAAZ A (il an, =T - 20T 1T, B FL A P g a) A2 2 bn] 42
A, Horp B BTk 259 21 A W) LL 20 20mg kg 1) 70 Bt FH 5 e R 1) 22 42 ANt FH BT ik 24
WA YR 5249 B G 8= D 4170410 (N) & /b 29250N88 2 /0 Z1 350N T i FR5 200 92
(HHD) 15931338 0 o £ — 2o St 7 =, R — Mg 7 — & AR a2 44 N4 IILOPD
(7735 5 BT Il 77 VA4 ) T iR AR BT R 2 4 N AR 1) B — it 2 A &), Btk 24
WAL & A SCHT R AT — Fh S0 -GAAZR &4 (9, X T - 2RI T, B8 3 B 6 b L7 i) AN
2% PR AR, ForP o BT IR 25 S DL 29 20mg kg P 5 B e FH , L H) 2 4 AN
Jite FH BT i 25 4 W R 249 J S EUE £9 1694101 (N) 2 £9352N11195 % B A5 X 8] PN 260N
R S92 (HUD) 4843~ 3938 0o 76— S8 St 77 b, 34— FPia 7 A AN I LOPD
(1) 75325, T3 77 V2 A3 1) BT iR A it FH 25 W0 260400 BT iR 25 0 AH 6 ) B 2 AR SCRT IR I AT —
FhEERE-GAAZL G (ol an , x0T -SRI T TR PLAT Rl Bl e) FN24 27 bl sz o fas , Aol e
LN AP L Z20mg/ kg 7 B it H I BT IR AMARTE 8252 2 /D 2049 B ) Frik v 97 Je B
BHZR/AZ169. 11485 (Flan , 22 /029260 . 692-850) 1) T R HHDAF 43 38 0 75— L8 st 77 =2
FRAL— PG T NN I LOPDI) 7775 , BT i 77 VA4 [m) Br il AN it 25 540, Frid 2
W2 A W)L AR ST IR AT — Fh SR - GAAZE &40 (9t , X1 - ST T T8 3 B i b g ) AN 2
2 TR B AR, ook BTk 25 W4 A W L Z120mg kg O 7 Bt A L R H T IR AR AR fE 2
/A9 TR IR B R A R 44.3% (B, 2 /0216.97%) 19 R HHD % 34 ip o 75—
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S St 7 S HR, SR AR I N A LOPDI N /A HR 1 TR HHD 7523 BCHHD % 1 5 45, BiTid 5 68
355 7] T3 A it FH A 35 AR ST (R A — P ZE 0 - GAAZR &4 (9l , ST - 2RI 1T, Bl 3 B i A
Trlfa) F25 % ERT252 M3k 29 A 64, 3 B H A iR 254 G 1) 0L 2920mg / kg )
A E W AE st 7 RA, TR R -E A A S Y2 LI E R«
(avalglucosidase alfa) . fE—YE5LJE T R H, Frid AMARLERE 2 ik i6 97 Ja (B, 72 frik
TBIT B AR 49 JE) B 5 RS R ava T RS DUAREL = 2229106 . 974 ) T i HHD
1353 BN o AE— 250 77 2 b, PR MERLE R PR 69T Ja (140, 76 BTl V6 97 10 5549 JE )
HA 5 M E a7 5 SR b B 2292 .18 % 11 i HHD %6 38 i

[0185] ¥ —UEsiji 5 e, M AEIR YT B FE SR [B) 5 =B, frid MA B A =D AL0R
1B AT — AN T B HEDAS 43 389 1 : 70.80.90.100.125.150.175.200.225.250.275.300.
325,350 3754 i ul BE 22 A=l o £F — $E St 77 S0, AR TR E KRS B 5 I E I, Bk
MR B Z)0L M E H AR — AN T JBHHDAS 43 4 51 : 70.80.90. 100,125,150, 175,200 225,
250.275.300.325.350 37541 5l 5T 22 A= i1 , A, 453X LEA 2 8] (1) 4 Ar] R B ] o 78— L8 S i
J7 S, IR R E R S [A] 5 D I, Bl AR B A 2D 2D E R AR AN R
HHD % 38 1:1% . 1.5% 2% .2.5% 3% 3.5% 4% 4.5%.5%.5.5% 6% .6.5% 7% «
7.5%.8%.8.5%.9%.9.5%10% 85 £ . 75— Le Sl 77 R, 299677 45 52 RST8] S5 )
=i, T MEBA 2 UL FEH AR — N T RHAD %6 38 i :1%6.1.5% 2% .2.5% 3% -
3.5%4%.4.5%.5%.5.5%.6%6.5%.7%.7.5%8%.8.5%.9%.9.5%  10% 8{ F £,
A HEIX L AE 2 (8] PR AT A B B ] o 72— L8 STt 7 9, TR IR T 4 8 2L 8] J5 DU, AH
XA, B R B 2 /0 25 DL AR A AR — AN R I HHDAS 23 BCHHD %6 35 1 : 10 %
20% 30% +40% 50 % 60 % 70 % 80 % 90 % B 5 £ . £ —LL 5 /7 b , AR VR YT R e
SRS A] e MBI, AENS TR 2R, iR ANk B A I 29 LA I EH BT — N R HHD S 43 5%
HHD % 38411 : 90% .80 % 70% .60 % 50 % +40% 30% 20 % 510 % . £E —Les5 i 5 =, piridk
Mk B A Z0L T EH AR — A8 R HEDAS 23 BRHHD %6 36 50 - 1096 .20%6 3096 14096 .50% «
60% .70% 80% 90 % , 0 451X Le A 2 [A] I AE AR (B B B o 78— 285 77 2, ik AN fE
PRS2 RF 8 R SN (R B ik Ve 97 IS 5 PR w0 1 B e ve T e B IS DL AR EL B 2 /0 2550.60
70.80.90.100.125.150,175.200.225.2504 1 5 5 2 ()~ i HHD45 43 38 i o 78 — S8 5 i 77
F, FTIR AN TE B2 52 05 2 RS20 () 1 BT IR 6 97 5 5 PR 8 0 F RS o7 5 I I AR b B
HELZ0.25%.0.5%1%1.5%.2%.2.5%.3%3.5%4%4.5%.5%.5.5% 6% -
6.5% 7% B 2 1)~ HHD %6 386 0 o 78— e Sl 5 229, Firid M4 (1) B HHD S 43 B)HHD %
FEAEIRIT LILL N B AT — I E) JF IR : 1A~ B2 A3 A3 64 H 2574 H.
8AN A9 A 3T VA9 V124 A L 24F  54E L 104E B 58 KR [R] , A0 375 3% 848 22 18] AT £ {8 %
[0186]  fE—LLSIjti 7 R, iR METEIRIT /D 29138 Ja B 4970 . TN 2 £)222 . 86N ({3
U1, #9146 . 8NELHE ) 1) JBCHHD A 73 B 0 o 75— L2 STt 5 B A, Frid AMATE VR TT 2 /02913 4
Ja H A 4)1.58% E£16.18% (1, 413 .88 % w5 £2) [ N fHHD % 34 i . £ — L8 S it 5 &
TR MR FE VAT 28 /0 2925 J& J5 B 21132 22N 4 29296 . 87N (il 4, 29214 . 54NEL B %) 1)
N JEHHDAS 43 38 0 o AE — 2L STt T Zrh, TR MATEIR T R D A25 [ R H412.T% &£ 4
7.72% ({0, 295 .21 % 855 22) (1) N BHHD % 3600 o £F — L se i 5 22 vh , ik AMALE IR IT &
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D37 J5 B A 29148 . 84ANZE £)309. 98N (f7l 1, 29229 . AINBLFE %) 1) R R HHDAS 7 34 . 7
— SRSt g S, BT MATEIRIT B0 43T G R 23,16 % 2 298.07% (filtn, £15.61 %
BUSE ) BN JBCHHD % 39 hn o 7 — Se S B, TR MAE R TT B4 IE R A )
169. LINAE £3352. 27N ({540, #7260 . 69N B £2) 1) T JEHHDS 73 38 0« 45— L85t 77 2+, B
RAMELEVRIT B /D49 J5 B A 414.30% E219.63% (B0, £96.97 % 55 £2) (1) F i
HHD % 8 1.

[0187]  #E—LLSLjiti 7y &9, BT MATE 2 2 /D 2913 B Bk ¥ 7 5 LA 5 FH R 8 b
Mgy yT JE I LA L B & /0 2959 5 INFY R I HHDAR 20 3G 0 o 76— Lo S it 75 2, Bk A
TEFE3Z 2 /D A3 JE Bk Va7 5 B 5 R B R TT S IS GLARLL 2 2 /0291 .49%
(¥R JEZHHD %6 38 o 75— L85t )7 B, i MR AR R 32 2 /0 2925 i ik v 7 I B A 5 H
RO A B R B 9T S B A LA L e 22 /0 2115 . 38N T S HHDAR 43 34 . 76— L4 s it 77 R
Fr iR MR TE R 52 22 /0 2025 A BT i 7697 Ja B 5 B A i B aya 97 5 i IS AR L 2 22 /0
£92.08% 1) T i HHD %6 ¥ I o £ — S8 STt )7 22 v, Frid MR FE #2532 28 /b 2037 JE I B ik 697 J5
B A 55 R R BRI Ja B R AR B & 22 /0 2970 . 5TNF R JEHHD TS 43 18 i o 76— S St
T i MATE R 2 2 /b 2937 A BT iR 167 Ja B 5 BT S B a6 97 ) 1 1 D AH
bt 2 22 /029081 % 1) T EHHD % 39 0o 76— £8 52 77 S b, Frid AMARTE B2 52 22 /D 2949 I (1) i
WIEYT 5 B 5 FH R A B aa T 5 s DUAHEE v 22 20 29106 . 97N T K HHD A 43 38 I
PE—Be S 77 R, BRAMATEBE 2 2 /D 249 B R Bk Va7 5 LA 5 PR e b B ia 7
JE TS AL 22 2 /0292 .18 % 1 T JEHHD %6 14

[0188]  fF—ubsijifi 5 A, TR AMATERE 249 FARIR T o B 76 B A5 X 18] PN £1260 . TNEK
7E250N5 275N [A] BY FE 255N 5 265N [H] ) T flgHHD 7573~ 35 38 in o £ — 285t 7 8 b, B
HHDS 43P ¥ B INAE 169 . INE352 . 3N [8] B £ 169N 5 352N [8] . 7 — L5 jifi 7 v, ATid B
B IX ] 5295 % BAG X 8] o 7E FE LS 77 22, Bk 95 % B AE X [AI £ 169 . INE352 . 3NZ [A] 5L
TE169N5 362N ] o 78 HoAth STt 77 S, 78 Frik M2 5249 /1) VR 97 J5 » TR IHHDAS 43~ 35
BN 21260 . 7N, H:95% B S [X [6] 9169 . INZE 352 3NEE £E 169N 5 352N [i] .

[0189]  7E—uusijif /7 2, A) 2 ANt FH ATk 29 0 20 A W e 8249 Al S R BB X TR Y
29260 . NI N HHD A3 43P 25 G o 76— L85 5 2 A, B HHDS 0“3 8 e 169 . INE
352. 3N [a] o £ —LE St 77 S, i B A5 X [H] 295 % B A5 X 8] o 7E L L 5t 75 2, Bk
95% BEASIX (A1 7£169. INZ 352 AN [i] o 7£ A St 75 & o, T JBCHHD 15 531 35 14 i 72 2
260.7N, H:95% BEF X 7] 9169, INE352. 3N, 7 —Lesjifi 77 b, ik £ 4 /ME 5144
(U

[0190]  f7F—Ssijifi 5 2o, FTiR AMATERE 249 FAR BT 1677 5 B 2 /0 25202 . 3N R fi
HHDA5 73 B4 0 o 75— L& STt 75 Z A, BT AMATERE 5249 FI I ik Va7 Ja A B0 29214 6N1
LALLM T JRHHD AR 43 38 0 o 76— L8 SEJt 77 2 b, i MR AE 25249 /I B¥6897 )5 BLA 18
214.6N-5306 . SN [H] ] ELAL 23 T I HHDTS 43 38 I o 76— S8 S it )7 2, Frid MR AE 3252
49 FHRIVE YT G B A 7E202 . 3N 307NZ [8] ) BL S 2 4 R e HHDAS 43 489

[0191]  FE—uesiji 5 o, 3 it — G I7 — BN MERE Z 2 A FILOPDI 5 v, AT
A7 AFE A BT R MR A 2 4 NAME R IR — At 2GS0, Bid 25 A G )
B AR SCHTIR BT — Fh SR - GAAZE A4 (B dn, 201 -3RT T T, sl 8 R g a) F2 2% bmT s
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AR, Horp B BTk 250 21 A W) LL 2020mg kg 1) 70 Bt FH 5 e R 1) 22 42 ANt FH BT i 24
YN & W) 8249 JH S B % /D 2995N , %8 /b 249 190NEK, 25 7 21 245N b JEHHDAR 43~ 34 589 4in . ¢
— LSy R SR — R IT — BN MEREZ A AR I LOPDIY) 75v2: , TR U v A A
] BT MR BT IR 2 44 NAMR A 0B — 4t 250 A 690, BT iR 290 28 6 00 80 3 AR SR i
(AT — il SR - GAAZR &4 (B 4n , 20T - 3RT 1T, B3 U AT L B a) A2y 2 b mT B2 i34k, 1
ol B 59 20 6 W L 2420mg / kg 4 711t FH  FHb ) 22 48 N AN F ik 2590 20 6 0k
SR49 JH FEAEL997 . 8NZE £ 249N 95 %6 B A5 X [8] P4 £91 74N b sz HHDTS 43~F- 35 36 i 75— &
St e, B —FIE T NN H ILOPDR J7 3, BiTad 5 5 6 ) madk 44 i FH 245 W 241
E W, BTl 25 WA G WA & AR SO IR [P AT — Fh SE B -GAAZE &4 (4, ST - LT Tl T A
BB e) FIZ4 % bl B2 3, HoA ¥ Bk 25 240 6 ) B £920mg / kg (1) ) & it 3 HLFT
BMATERE 32 B /D ZJA9 B BT i 697 5 BoAA B /0 2997 8444 (1 4n, 22 /029173 . 544-1i)
(1) b JECHHDAS 53 38 0 o 45— £L St 77 S, S (L 39 in A LOPDI N /M4 b i) _E I HHDAS 43 B
HHD % [ 7715 » BT IR 75 2 0458 ) B il /A it 0 75 A ST BT IR IR AT — P S 0 - GAAZR &4 (481
n, S T-3RTTT, B TL A i Bl ) A2 2 b nT 8252 I BRI 25 A &4, 3% B Aol Bk
I A WL 2120mg kg (1) 77 B e FH o 76— L8 s 7 b, Bk SR - 2R A R4k S L
M fa (avalglucosidase alfa) o fE L85 5 R, Irid METERE 2 FriR 1897 )5 (151
i, 7E AT IR YR TT 1 SR A9 JA ) B A 5 R 8 HE R R 9T IS I LA L s A D 2963 . 874 i
() _F i HHDAS 43 3

[0192]  ¥E—UEsji 5 9, M AEIR YT R B RE S (8] 5 =B, frid MA B A =AU
18 P AT — AN b B HHDAE43 38 41 : 50.60.70.80.90.100.125.150.175.200.225.250.275
300,325,350 3754 i ul 5 22 A=, 7 — $E St 77 ST, AR VR TR E KRS R JE I B
Bk Nk B 29 0L R A H AR — N B B HEDAS 3 30 : 50.60,70.80,90. 100125150,
175.200.225.250.275.300.325. 35037541 5l 5 2 A=l , £, 4% 1X LE i 2 8] (A A i 578
o FE—SES it 7 R, BT IR AR AE B2 52 4 8 R SN [R) (1 BT ik ¥R T I -5 B A B iR 97
Ja B RS AR L B 2 0 £550.60.70.80.90.100.125.150.175.200. 225, 2504 i 5§ 58 £ 1]
- BEHHDAR 2 B8 i o AE — L5125 S Hp, BT i AR _E i HHDAS 43 B)HHD % S 7E 76 97 29 LA R E
H AT — B TR S R - 1 A2 BL3AS B 1364 AL 258 .74 B84 H. 94 A.37
VA9 124 24 5AE L LO4F 5l B8 KN [A] , 6055 1% L85 2 18] (1) AT e[ 5y

[0193]  fE—2LSIjti 7 R, iR METEIRIT 2 /D 2949 8 Ja B 4997 . 84N 2 £)249 . 25N ({3
un, 3173 . 54ANEEE 22) 1) b JEHHDAR 73 38 0

[0194] 7 —LLsLjifi 7y R, iRk AMARTE 5249 TG I7 I A 7R B F X (R N Z1173 . 5NEL
FE1TONS 175N 18] 1) b JEEHHD AR 2~ 4 388 i o 76— B8 St 75 2 7h , b P HHD S 431 ¥ 388 fin 7%
97.8NZ249. 3N [H] B fE95N 5 250N 1] o £ —Lesijifa 77 b, Frid BE X 1] & 95% B 5 X
) o £F FE S 5 R, TR 95 % B X (B AE9T . SNZE 249 . 3N [B] B fE95N 5 250N [a] . /£ H:
fh st 77 S, 78 BTl MA B2 49 B RIR 9T 5 » B HHD A 73 ~F 35 38 & 29173 . 5N, 95 %
BAZX A N97 . 8NZ 249 . 3N AEISN 5 250N [A] .

[0195]  #E—LLsijifi 7 &9, [a] 2 44 /Mt FH FT ik 2590 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
29173 . 5N b s HHD 1S 43~ 35 G o 78 — e STt 77 S8, b HHD AR 2 ~F 3 38 n7E97 . 8N&
249 . 3NZ 0] o £ —Le 5L it F5 ZE 1, FTidk BA5 X 8] 295 % B A5 X 8] o 75 FE L s i 5 E 1, Bk
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95% B A5 X A FE97 . 8N 249 . 3N [A] o 7E H AR S it 77 22, b S HHDAS 43~ 35 34 hn /2 49
173.5N,H:95% B A5 X 8] 97 . 8NZE 249 . 3N 7E — L5 jifi 5 Evp , ATk 2 AR 51 B AMA .
[0196]  7F— LSt 7y R , TR AMARTE 5249 I T id 1697 J5 B 2 /029148 . TN LB
HHDTS 73 $4 in . 72— LE 50t 77 2, Fri MR ERE 5249 FE I ik ¥ 9T Je B 22/ #9135 . 5NIY)
R HHDAS 73 ¥4 h0 o 76— 2853t 77 R, el MR R 823249 BT JE R A #E135.5N 5
211.6NZ [A] ) b HHDAS 73 38 0 o 76— B8 STt 77 S, Bk MR FE 325249 F 69T 5 BoA 18
148. INEj 212N [a] (1) _F s HHDAS- 43 36 A

[0197]  Ridiz zh DyRE M (QUFT) 2 H T PFAh A P2 DU 1) 8 (1 12 S DI RE I I IR 2 4k
(% van Capelle,C.1.25A\J Inherit Metab Dis.2012 35:2) .QMFT &% FHT 78 LR
Difeig sh &R, Hrh PO & Wad B R 160 H (40, 46 5 981 e 30 Fa B 4
55) X HBEAT VR4, BT H A 55 B

[0198]  #F eyt 77 &, $R At — PG 7 NN rh I LOPDIY 7732 , B ik 77 V2 A4 ) ik
AT 3G Bk 250206 0 68 AR SO AT — M SERE - GAAZL & (il 4, T -
ATTTE I FLAI RS ) AIZ4 57 T RS2 I Ak, Forbol ik 25 W 4H & 1) LA £920mg / kg ) 57
w= it I B R AR 32 ik 697 e B A 2029272 (flan, /0293 .98) QMFT 15
Ay N 7E — e St T 22, AR I SR A LOPDI N\ /M v I QME TS 43 1 77 2%, T ik 75 v,
355 7] T3 A4 it FH A 35 AR ST (R A — FhZE 0 - GAAZ &4 (9l , ST - 2RI 1T, Bl 3 B i A
Hla) A2 ERT B2 (BRI 29 A &1, Foh K BT iR 25 & ) DL 29 20mg /kg () 71 &
it o E— S sz T B, BTiR BN - R A A S WS LRI M e (avalglucosidase
alfa) o« fE— 288 77 2, ik MELERSZ ik i yT Ja (N, 78 Bk Ve I 1 5549 JE i) A
A 5 FH R A B IRy S B RS DAL B 22 /0 202 08 HQMFT /S 4534 34 .

[0199] 7R —UEsija 5 o, JAEIR Y7 R 2 FE SR [B) 5 =B, frid MA B A =D ALK
B F E — A IQMFT 4543 38 1:0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.3.25.3.5.
3.75.4.4.5.4.75.5.5. 25805 %  FE—$ESLTti 77 2 , M AEIR YT e 18 7 SL I 8] 5 I B I, iy
AR B 2L ME A AN QUFT 243 0 3 h0:0.5.1.1.25,1.5.1.75.2.,2.25.2.5,
2.75.3.3.25.3.5.3.75.4.4.5.4.75.5.5. 258 5 % , f0, 4 1 L {8 2 [A] 1) 4 {A] {8 B30 B« 22
—HES T S, M AEVR YT R € RE SN TR S S, A TR, Frid MR B =D AR
1B P AT — AN QMET EAS20 35 11: 10% . 20% 30% 40 % 50% 60 % 70 % 80 % 90 % &Y 5
% A LS T R, Y AEVR YT R 8 R AR 6] 5 M R, AR TR LR BT iR AR B A AN
LN A AR —NIQMET S A5 40 38 111: 90 % .80% .70 % 60 % 50 % 40% .30 % 20 %
B010% o 7E—LL STt 7 H, Frid MR B A 0L FEH BT — DN BIQMFT A3 70 350 : 10%
20% +30% .40% +50% +60% 70% 80 % <90 % , 51X L8 2 [8] {4 A0 {8 B Bl o £F — 2Lk
T 77 ZE T, Bl AR AE RS2 R 8 RR S (R BT iR ¥a 9T 5 5 BT w0 5 B a6 97 J 1 1 DL AH
Eb B £ /0#40.25.0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.3.25.3.5.3.75. 48 5 /=
(R QMET 45 73 G 0 o 7E — L8 St 77 22 v, Bk MR QUF T2 45 73 2 AR VR 9T 29 LA M E H B4 E:
— 1A SR : 14 B2 A3 A 364 .25 8.7 H .84 H .94 B.37/8 49
124 H S 24F (55 L 104F B 5E KB (] , A 483X Lo 2 (] (PR AT (L BV e

[0200]  fE—LBLSLjt T R, Frid METEIRIT 2 /D213 5 BAA 210,912 £93.09 (a0, 29
2.0054 5 ) FIQMFT 4573 W8 0 o 7E— Le STt 7 S8+, B8 MARAER T 2 /04125 il B 4

39



CN 115916245 A W OB P 31/89 T

2. 18%£)4.35 (1, £93. 275 £) IIQMFT 45 70 3 £E— 2L Lt T5 S b, IR MR LE R
72 /D37 JE B AT £12. 602 294199 (BN, £93. TIELTE ) BIQMET S 4553 19 I o £ — L 5k
W77 S, B MR AR IR ST B LI49 5 R A 292 . 728 25523 (Bl n, 293 . 98 £) 1
QVFT.& 1573 19 hn .

[0201]  FE—2Esi Ty S, Frid MAFE SR % 2 /D 2913 A B Bk Ve 97 Ja B A 5 R e 1
a6 y7 J5 B S LA L B 22 /0 250 . ORI QMFT 245 20 39N o 78— SX St 77 R vh , BT iR AN 7 42
5% 2 /D225 I TR VR YT 5 B 5 R b H G a iR T S IS DUAR L = 2 /0291 321K QUFT
AR M I o AR — e Sl T S, PR AMAAE R 2 2 /0 2037 ) BTk 9T Ja B oA 5 RIR
PEHF B AT IS IS ORI EL B 2 /0 292 . 13 FQMET A5 0 39 0 o 78— Be S i U7 =, ik M
FERE R 2 /D A9 R ik va 7 Ja B 5 RIR AR EF Al a6 7 5 B I AR EE i 22 /022 081
QMFT 1573 HE o

[0202]  7E—Esijli 7 b, TR AMARTEREZ A9 R VA YT I BB TE B S X (7] N 294 . 08 7E
552 A8 AE2 532 18] fRIQMTF S 45 43S 486 0 . 75— Be sz 75 52 vy, QTR 245407 ¥ 18 hn e
2. 785 .2 |A|8AE2 . 555 . 52 8] /£ —LE 5Lt 77 =, ik BAS X [A] 5295 % BAS X [A] . 7E 5
Sesife 5 ZE R, BTk 95 % BAS X AIE2. 7285 22 (M 7E2 . 5555 . 5.2 [H] /£ HAth 5 it /7 2+
TE PR AME B Z A9 B VAT 5 QUTF S 184 F 3 B & 2940, F:95% BAS X i) 2. 7Z5.2
BfE2.555 .52 1],

[0203] &GSy i, [m) £ 44Nt F BT 25 W04 & W R 6249 ) ‘3 30U7E BAS X (B Y
294 O QUTF S5 537 18 I o 75— LRSIl U7 28R, QUTF 45 50 P INFE2 . 7525 2.2 [A]
FE— S8 St 7 S, BTk BAS X (8] 7295 % BLAS X ] 7E F 2L 5 75 S8, ik 95 %6 B A5 X (1]
FE2.THD5. 22 18] AL H A S5 S, QUTF A5 70 T B g £94. 0, H95% BAE X [H] 2.7
5. 2. £ 7 RKrh, prid 2 B AR RS LMK

[0204]  #E—2Gsij Jy b, Pk AMARTE 249 1 ik 10 97 J5 AT 22 /0 292 58 QUFT &2

BRI A B8 SCHE T S AT B A0 JA BT T B 0 403 ARIQIFT i
FR AP BN S T 0T A SR A9 B T 7 5 LA 63 . 454 6.2 I UQMET
RSP 7 S SC T S FFIE /1 B 40 IR T IR A 12258 552 [ ROQUFT
BRI,

[0205] W LAg FRH K32 3 D g & - 88 (GMFM- 88) 4343 Sk iF-Ak 5 LOPDHIIE 3 T g AH 5% 1)
WLTG 77 - GMFM - 88 /& 88 Tl &t , H 25 FE ) LA R FLANE FER MR R K IZ sl 30« (1) kb ARy
B, (2) A4, (3) TRAT i, (4) b7, LA A2 (B) AT MU FNBER o B — Ii4%4 5> ZF ri RE B (H,
0= M A 1= A3 RS HI<10% ] s 2= 73 5E i 55 191096 22<100% ] 5 3=14E55 58 )
ATV o BEANE FERIAS 53 3R Z 4 FE I B KA 70 0 E 43 b o i DL T J7 AR5 21595
AN 2 I 20 EL 15 2 AR N, K AR DA E B S50 DR, R4 5 i 7543 7 DT ik A
2 FEARASNIE A AR E 2 R T Russell,D.J.%5 AGross Motor Function Measure
(GMFM-66&GMFM-88) User’ s Manual, 552/x2013) 1 FHGMEM-88 . GMFM-88 . & FH T-1F i & H
P DL ) )L EE AR (Winkel,L.P.et al.,Ann Neurol.2004 55:4) , 3 FH.A] LA T & 4k
KT LR o 1 o5 3 B R AR 132 B AR I BB I (] 1 A5 4k o

[0206]  fE—RLSLyt 7 R, BT MAETE YR IT fa B B N GMFM - 8815 73« 7 — SE 5L it 77 &
H, iR GMFM - 8845 43 38 in &2 /b 29 DL R B BIAE—41~:3% 4% .5% 6% 7% 8% 9% .
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10%.11%12%13%14% 15 % B £ , GLFH 1% L {F 2 8] (P AR AT (B BV ] o 78— e S it 7
R UTEIR TR B RR SR 8] J5 DU, A% T 228, BT IRGMPM - 8875 73 3 & /> 249 DL R E
AR :5%.10%.20% .30% 40 % 50% .60% .70 % 80 % 90 % B 5H £ , £ — Lo 51 i
T7 R, ARG YT R 8 R SR A S5 B, AR I 2R, BT IR GMFM - 8875 43 38 I A~ B ik 29 LA
MMEFHAE—1:90% .80% .70% 60% .50% 40 % 30 % 20 % B 10 % . £ — LE 52 jifi /7 %=
W, B R GMEM - 8815 73 #3 N 29 LA FAE H AE—1~:5%10%.20% .30% 40 % . 50% .60 % +
70% 80 % 590 % , B HF X L AF 2 [A] (AT ] (B B ] o 7 — e Sl 7y B9, RV IT 4 LA ME
o A — IS 1] J5 0 58 T SR GMFM - 88453 : 1> F .34 H .64 H 258 .74 H 84 H.9 A 12
AN H 24F 54 T0AF B K 1], A0 45 1 L AE 2 [8] AT ] B BV

[0207]  #E—uEsiji 5 A, Je it — G IT — BN MERE Z 4 AR FILOPDI 5 v, AT
A7 A FE A BT MR IA 2 4 NAME R IR — At 2 &0, B id 25 A G )
B AR SCHTIR BT — Fh SR - GAAZE A4 (B dn, 201 -3RT 1T, s FL A g a) FH2 2% bmT s
A, Horp B BTk 259 21 A W) LL 2920mg kg 1) 70 B8t FH 5 2 R 1) 22 42 AN it FH BT i 24
WIS Y 2249 JH S B /b 292 . 2 B /b 293 38 % /b 215 . 8IIGMEM - 884 & D43 43~ ¥4 38 i
TE— LS 7 A, SR — Rl T — B AAMRECZ 2 NN ILOPDI 5 v, Birid 5 18
5 7] BT IR AT IR 2 22 NN (15— 2 FH A &9, Bk 25 W0 240 6 080 5 AR SRl
R AT —FhZERE - GAAZE & (B 4n, ST - NI 1T, B B AT REH Q) F2 2 bRl Bz il 344,
A AT IR 25 S YL 2920mg / kg 1) 71 & it B , R 1) 2 44 N AN FH BT ik 2540 20 & 9)
FFE2A9 A FEEL12. 28 295 . 811195 % B A5 X 8] PN 294 . 0 JGMFM - 884k 5 DTS 4-~F- ¥4 54 fin . 7
— bty R, SR RGN R R LOPDA 5 ¥k, B ik T A 4 1) Pk A4 i I 24
YA, BT 2504 A 0 3 AR SRR AT — P2 W - GAAZR & (il , 5T - 3R T T T8l 3L
FLATHE T ) FNZ 5 BTS2 (R34, ool B ik 29 4 & W LL 29 20mg / kg I 77 =it FH , FF
H TR AMRAE RS2 ik 1697 Jo B 2 /0249224 (140, & /0294 .02) fIGMEM - 884 EEDI AN .
TE—Le s 5 A, FRAE— Rl 7 A AN BILOPDI 732, Fidk 77 v 645 ) BT ik A 44¢ it FH
ZMMAEEND, IR 25 G WAL & A SCRT IR (AT — Fh S5 08 - GAAZR &4 (Bl an , N1 -1 18K
SCPCHIRE ) A2 AT B B, FoR iR 25 4H S L 2920mg / kg R IR i
I H TR ML 352 ik 1697 Jo B £ /045072 (il , 2 /0412 .63) i GMFM- 884k FFE 1
I o 75— Se STt 7 29, AL N S A LOPDI N AN A e (1 LA 528 5 B 02 Bl D e (51 4l , GMEM -
884E £ DAN/ B4t FEE) 119 75925, BT 75 V2 B 4 1) BT I AN A it FH B9 2 2 SC BTk I AT — Fob S5 7 -
GAAZE &9 (B, KT -5 T 1T, B FLAT B g a) A2 bl B2 ik 294 &4,
Hoks BT id 25 W20 A ) DL 2120mg / kg R 77 5 it FH o 76— SE S 5 S8 b, TR b - TR A R &
W L L Ba (avalglucosidase alfa) o

[0208] 7 —UEsji 5 e, MAEIRIT R B RE LA R) 5 SR, frid MA R A B ADALUR
18 AT — AN R GMFM - 884 DI /11 : 0. 25.0.50.0.75.1.1.25.1.5.1.75.2.2.5.3.3.5.45%
2 AE— LS 5 P, A AE IR YT R R SRR B S IR, BTk A AT 2L R E A AR
— /MR GMFM- 884k FEDI4 11: 0.25.0.50.0.75.1.1.25.1.5.1.75.2.2.5.3.3.5 480 FE £ , {1
FE 1K LA 2 [] () A ] {1 B ] o 7E — S8 S 7 S H, U AE VR YT R 8 Fr LI [a) i W S5, AT
TR, Frid Ak B 2 /0 29 DL R AR A AR — AN I GMEM-884E BEDHE N 10%6.20% 30 %
40% .50% 60% 70% +80% 90 % B FE £ o 7E —LE 5l 7 R, M AEIR YT R 8 RF S [R] J5 I
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B, AT, TR AME B A A IS 2L E A — AN GMEM - 884E BED I 1= 90 %
80% .70% .60% 50% +40% 30% .20 % B 10 % o £ —Lb sz jifi 7 = rf , i MEBA 210K
18 AT — N I GMEM - 884E DI T : 10% . 20% +30% 40 % .50% .60% .70% .80% .90% ,
A HE 1K LA 2 [0) AT AR (B BV ] o 7 — S8 St 7 S v, BITIR AN TE 42 52 5 7 R B2 [B) 1) Pl
BVEIT JE 5 HR E M R R T E IS AR B A E /0 £90.25.0.50.0.75.1.1.25.1.5,
1.75.2.2.5.3.3. 5 A5 5 & I GMEM - 884 FED I AN . 75— L5 i 5 & v , BT il /M4 [ GMFM - 88
Yt BEDSEAEVR YT ZILL M EF AT —B [ SRR 14 A 24 H 3 L 13 JE 64 B 25 .7
A H 8 A9 H3TH VA9 JE 124 H L 24F 54F (104 3 FE A ) , /B 463X LA 2 [a] AT A
(EEREAEER

[0209]  7E—8Esiiif /7 S, TR AMARTE B 249 IR YT J5 FoA 72 B A5 X 1A N £94 . 028 7F
2562 [A) B £E:3 552 [A] F¥] GMEM - 884 D~ #4 14 Jit . 7£ — Le S 77 ZEHh , GMFM- 884 D1
FEINAE2. 2285 . 8 [A] BRAE2 562 8] o 7 — LSt /7 Z= oy, ik B AR IX (8] 2 95 % EAFIX 7] . 7£
Fe s 7 =rh, iR 95 % B AS X A1 4E2. 285 . 8 A B fE2 562 8] o £E HoAth S jiti 77 22, £E
B MR 52 52 49 IR ¥6 97 5 GMPM - 884 FEDF- 3 3 & £14. 02, HI5 % BAS X [A] h2. 22
5.88(E256 ]

[0210]  7E—2sijif 7 2, [A) 2 ANt Ak 25 0 20 A 0 e 8249 Bl S R BB X TR Y
22 . 61 GMFM - 884E JEED - S 39 Jin o 7F — LE S J7 52+, GMEM-884E JZD - ¥ InfE2. 255,82
] o £ — LS5 7 Ze b, ik B A X 8] J2 95 % B A X [8] o 75 S Le S 5 =, ik 95 % B 5
X [A]7E2. 2825 82 [A]  EH A S ft 77 2 v, GMPM- 884 FEDF- By 2 £52.6, 395 % B (5 X
[F]292. 2485 . 8 fE— LUt )7 =, ik 2 44 2 51 44 M

[0211] 7 — LSt R, iR AMARTE 35249 FI AT i 697 J5 B 22 /0 292 . Aff GMFM- 88
Y BEDIE N o 75— LE St 7 R, TR AMARTE B2 5249 A BTk ¥6 97 J5 B 22 /0 293 . 11 GMEM -
884E DI N o 7 — e St 7y B, TR MAE 2 A9 YT G A 1E3 . 154, 92 Al 1
GMFM- 884 FEDHY AN o 7 — L85 i 77 R, Frid MR AR Z A9 R IR T e A 1E2.455.02
[] 1 GMFM - 884k FE DI Jin

[0212]  fE—UEsja 5 9, HAEIR YT R B RE SR (B) 5 =B, frid MA B A =AU
18 AT — AN R GMFM - 884 FEE ¥ /11 : 0.25.0.50.0.75.1.1.25.1.5.1.75.2.2.5.3.3.5.45%
W2 A eSS LE IR YT R S R AR B T I, BR AR B A DL R R A
— /MR GMFM- 884 FEER 1T:0.25.0.50.0.75.1.1.25.1.5.1.75.2.2.5.3.3.5 480 E £ , {1
FE 1K LA 2 [a] () A ] {1 B ] o 7E — S8 S 7 S H, U AE VR YT R 5 Fr LI [a) i U =06, AT
TR, Frid Ak B 20 29 0L AR A AR — AN I GMEM-884E FEEHS N 10%6.20% 30 %6
40% .50% 60% 70% +80% 90 % B HE £ o 7E —LL 5l 7 =, M TEIR YT R 8 RE S [H] J5 D
B, AT, TR AME B A A IS 2L E A — AN GMEM - 884E FEEE - 90 % .
80% .70% .60% 50% +40% 30% .20 % B 10 % o £ —Lbszjifi 7 = rf , i ME B A 210K
1B AT — N I GMEM - 884E FFEIE - 10% . 20% +30% 40 % .50% .60% .70% .80% .90% ,
A HE 1K LA 2 (0] AT AR (B BV ] o 7 — S8 St 77 S v, FITIR AN TE 2 52 5 7 R 206 [B) 1) Pl
BVEIT JE 5 HR E B R R T 5 IS AR A 30 £90.25.0.50.0.75.1.1.25.1.5,
1.75.2.2.5.3.3. 5 A5 5 & I GMEM - 884 FEE MU AN 7 — L5 i 5 & v, BT il /M4 [ GMFM - 88
Y R AEVRTT LA FEH AT —B [ SRR 14 A 24 H 3 L 13 JH 64 B 25 .7
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A H8A A9 AT VA9 T 124 24 54F L 104F BRI [H] , 45 1% Le4H 2 [A] (1) 4 ]
(EEREAEER

[0213]  7F—SsEjifi 5 A, FTiRAMATERE 249 FARIIA T fa BLA £ B AS X 18] N 2. 6280 7
1552 [B) B 7E 255 3 2 [A] (1) GMEM - 884 B£ E~F- 341 36 Jii1 o 75 — S8 ST it 5 2+, GMFM - 884k JEE-F- 33
BINTE0. 75452 [M8AE0. 5552 /] . fE—Lsijl /7 b, frid B F X 8 295 % B F X 8]
RS 5 b, FTiR95% B S X JAIFE0. TE4 . 52 [A| B AE0 . 55527 7] 78 HoAth S jiti )7 &=
W, FE TR MR 32 49 V6 97 J5 , GMFM - 884 BEE~1- 338 g £92. 6, 795 % B AF X 8] 240. 7
2458 7£0.5 552 J7].

[0214]  7E—8esjif 7 2, 7] 2 AN BTk 29 0 240 A 8249 B S R B S X TR Y
212 6 GMPM-884E BT 355 18 i o 75— LE 5Lt 7 S, GMFM-884EEEF S 3 INAE0. 75 4. 52
] o £ — L5 i 7 Ze b, ik B A X 6] J2 95 % B A X 18] o 75 S Le S 5 &b, ik 95 % B 15
X [AIFE0. 784 . 52 [A]  7EH A St 77 2 v, GMPM - 884 FEE-F- B3 2 £92.6, 395 % B (5 X
[F]290. 744 .5 fE— S0t )7 =, ik 2 44k 2 51 44k

[0215] 7 —SLszjifi 7y R, iR AMARTE 35249 FI AT id 697 J5 B 22 /0 293 . 9 GMFM - 88
YEFEERG N A —Be STl R, TR AMATE R 249 R Frid 1697 e BA 20291 . THIGMFM-
884k FEESH N o 7E — Lo St )5 B, TR MAE 2 A9 B IT G A 1EL. 7153 . 6 2 Al 1
GMFM- 884 FEEHY N o 75— L85 i 77 R, Frid MR FEREZ A9 R IRTT e A 1E3.654.02
[] ) GMFM - 884k FEE 1 Jin

[0216]  m] L 2D 2 BRI 1 R SR FIARE 71K (GSGC) DhRERE 7745 73 K VFAl S LOPD
FIZ BN I RE I WLTE 77 GSGCA A il it B G DL R34 T VR4 iz shTh e I : lUA £ iz
BRI GC=HATLIOKRPID S, S=EME EEEZAANBERY , 6= S /RENME,C= M+ L2 &)
1) 5 B U AN S LI B 1 T 20 5 1 B AR PR A - 2 LB 40, Angelini C. %5 A\, Muscle&
Nerve,2012,45:831-834. fE— 485t 77 S, Frid IMALE 1R IT I BA PR IR GSGCIF 43
[0217]  #E—uEsji 5 o, 3 it — G IT — BN MERE Z 4 A FILOPDI 5 v, AT
ATV ) TR AR BT IR 2 2 N ME R B — & 2 A, iR 294 &Y
B AR SCHTIR BT — Fh SR - GAAZE A4 (B dn, =01 -3RT T T, 8l FL A g a) F2 2% T
AR, Horp B BTk 259 21 A ) LL 29 20mg kg 1) 70 B8t FH 5 e R 1) 22 42 AN it FH BT i 24
M SR S49 I S E D Z-0.9. F /D Z1-0. 358 /210, 401K 25 A5 B HERE L E RENME
Ak 7M1 (GSGC) 157338 b 7E —Le S 77 R Hp , $R i —Flia T — B AAIMEE 2 4 A
AR ILOPDI J7¥2% , BT i J5 3 A3 ) BT I MR BRI IR 2 44 AN AR A 1 B — 44t FH 2454 2
E N, iR 23 G WL AR SCHTIR BIAE —FPSERE -GAAZR &4 (ol , x0T -1 T, B3 P A
WPl Q) FIZ4 % b T B2 3k, H A Bk 25 20 6 ) B £920mg / kg (1) 1) & i A e )
% A NNt FH T il 25 40 6 R 8249 J F EE 29 - 0. 94 2 250 431195 %6 BAS X (R N £ -
0. 250125 4 VB RS 5 R BhVEFRS 7T (GSGC) #5390 T 14384k o 76 — L85 5 & v, $ 43t
— MR YT ANAMAR R FILOPDIR) 75 ¥4 » BTl 77 V2 A0 45 1) Bk AN it T 25 0 206400 » ik 259041,
LB AR ST IR AT — Fh S0 - GAAZR &4 (g4 , X T - T T T 8 P e i EF i) A2 2% 1
AJ 52 AR, b BTk 25020 & ) LL 2120mg kg () 70 B it 5 3 LR AN 7E 33252 Pk
TBIT G B 2029025 (40, 2 /0 £70.94) [IGSCSFRA » 75— L5 /7 S rb , SRt hn s
LOPDI N AN A 1 JUL A 538 5 AiE 3 Thig (19, BEAIRGSCS) 19 77325, Bridk I v A 3 1) BT iR A~
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it FH L3 AR ST I AT — 2B - GAAZR A4 (il , =0T - 3R T 1T, B3 P g b P g ) A2y
b T2 M EAR I A A R TR 24 A W) B £920mg / kg (1) 7 B i o A — 1
SEhit T R, iR FRE - A RS SV LA FE T RS (avalglucosidase alfa) .

[0218]  #E—UEsji 5, M AEIR YT R B RE SR (B) 5 =R, frid MA R A B0
18 F B — A AIGSCSPA{%:0.25.0.50.0.75.1.1.25.1.5.1.75.2.2.5. 380 F £, 7F — ks
Jiti 75 FE b, 2R VA T R E R SR A] Jo I, Bk ANMA B 25 0L Al AR — S I GSCS R
%:0.25.0.50.0.75.1.1.25.1.5.1.75.2.2.5. 380 50 2 , A0 FF X LAl 2 8] i) A ] {5 B Y5 L
TE—SE STt 7 R, AR VR T4 R R AR (] J5 U BB, AR T2 4R Frid MA R A 2 D20
NE A AN GSCSPEL : 10% .20% . 30% . 40% .50% .60% . 70% 80% .90 % B BE £ .
TE—SE STt 7 R, AR VR TR B R AR (] 5 BB, ABRT T2 4R, Frid AMA R A A I 2
DL AE AT — S I GSCSFA A% : 90 % .80 %6 . 70 % .60 %6 .50% .40% . 30% . 20% 5 10% o fE—
Se ST B, i MA B 2L MEH AR — A BIGSCSPFE K : 1096 .20% .30% .40 %
50% +60% +70% 80% 90 % , 0 HF1X LeH 2 [a] AT (B B3 [l o 75— LS 7y e Hp , pirid
PR AE $2 52 5 e S 18] 1 BT iR ¥R 97 5 5 R B A B T Bl i T e s LA L R 2/ 2
0.25.0.50.0.75.1.1.25.1.5.1.75.2.2.5. 38 5 = AIGSCSFA A o 75— L sz jifi J7 = o, Frik
AMRIIGSCS LRI IT 4 LA M EH BT — B (B 5 I E AT« 14 A 24 .3 AL 13JE.64 A
25 8T H 84 H 94 AL 37498 124 H L 24F 54 10 B E K [H] , A0 351X B 2 1]
AT AT B B

[0219]  7F—8esEjifi 5 A, TR AMATERE 249 FARIR T o B 76 B AS X 18] N £)0 . 2580 7
050.52 [AIIGSCS 3784k, o £ —LLSLiti 77 2, GSCS P34 AE-0. 4520 9 [A] B £ -0. 5
512 18] fE— 285 5 22, BTk B 45 X 8] &£ 95 % BA5 [X 8] o 78 3 28 St 7 & b, ik 95 %
BEXEAE-0.450.92 B8 fE-0. 551 28 78 HAh S 7 b, 78 frid MAE: 249 F
YGIT G »GSCS #1784k /£ £0. 25, 395 % BAS X [A] -0.4%0. 95 #E-0. 5 512 7],

[0220]  #E—LEsTjiti y =9, [A] 2 44 /Mt FH Pk 2590 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
210 25/1GSCS )24k, o 7E — L85t 77 S, GSCS P AR L TE-0. 4220 . 92 [8] o 7E — LE S
JEH TR B AR X (A2 95 % B A X 8]  7E e s 5 Z o, T iR 95 % B G X (B 7E-0. 4%
0.9 8] 7 HAR S 77 22, GSCS 3284k 72 £10. 25, H 95 % BAZ X [A] -0.4%0.9. fE—
Be S 7 R BTk 2 4B 51 AR

[0221]  7F U85 /5 R b, ik MATE 3249 B B Bk ¥ 97 )5 B 2 /0 291 . 8 GSCSF*
Ko 7 — st 7 R, BTk MATE$E3249 I ik ¥6 9T Ja BB 2 /0290 . 6 GSCSFR I - 75
— LR 7 R, TR AMATE R 249 JHME T I BA 7E0. 6 51. 82 [A] R GSCSPEIK -

[0222]  fg e A O AL 3 i & 147 12 (SF-12) S H 1+ AN in) A2 B 1) vl 4 , B i 03000 7 1
I\ BEATIEE , LT A B A RS 104 JBE o SF - 12110 K 4 {4543 (PCS) FH - VT4 82 3 14 R A
{8 5%, H ELSF- 1214048 SRR A 20 FH T VP A R0 38 RS (g B o 3 mT A el FH JFL Al ik B A DG 2B 37
Jo BB (RS 6 a5 4E 5 [ EuroQoL (EQ-5D-5L) L& A2 % i B (PedsQL) 53 & FH K%
R KGRI IR

[0223]  7E—uEsiji 5 o, Je it — G IT — BN MERE Z 4 A FILOPDI 5 v, AT
A7 AFE A BT R MR A 2 4 NAME R IR — At 2GS0, Bid 25 A G )
B AR SCHTIR BT — Fh SR - GAAZE A4 (B dn, 201 -3RT T T, sl 8 R g a) F2 2% bmT s
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AR, Horp B BTk 250 21 A W) LL 2020mg kg 1) 70 Bt FH 5 e R 1) 22 42 ANt FH BT i 24
WS FF 8249 H S E D L0 4. B /D Z3 . TELE /D294 . 3% Il B A ¢ A2 1% o B4 1
1226 W3R (SF-12) SR BE1S 2 (PCS) ~FX 3 I o 78 — e s 7 B, 3t —Flya sy — £
NAMERELZ 4 N ILOPDI 77 3% , Firid 77 46 A48 [n) e MR BRIk 22 44 NN i
— &0t A G, ik 25 A & WAL & A SO IR AT — FhEE b -GAAZE &4 (9, (T -
TCITT, B 3L BRI i o) R 24 %% BT e52 B 8044, i BT ik 25 4 & ) L 29 20mg /kg 1)
A F , For a2 42 Nt B P id 25 040 A R 8249 F S EE 200 40 2 294, 41995 %
B TH] N 2 . AR fg FE AH DG A= 3% o = {8 RE TR A 1225 181 3% (SF-12) SR A e 1553 (PCS) ~F- 1513
IR o 7E— LSt 77 S, $E it —Mia I A AR I LOPDIY J732: , BT i 77 v A3 ) B ik A it
RZMA G, BT iR 25 4H G )8 & A STl AL — Fh 0% -GAAZ &4 (9l an, =0T -1 TT
Bl ST B a) A2 e BT ) 8k, HoH el BT iR 254 G W) LA 2920mg / kg 1) 771 & it
H, It BT MATE RS2 ik ia 97 5 BB 2 /0 29040 (B 4n, 2/0292.37) [ISF-12PCSHE .
TE—Le s 7 e, FRAE— Rl 7 A AN BLOPDI 732, Fidk 77 v 645 ) BT ik A4 it FH
A EY), IR 3G RS A SO R AR — FhZE RS -GAAZR &4 (94, AT - NI TTak
SCPCHIRE ) A2 AT B B, Fol iR 25 4 S L 2920mg / kg R IR i
H BT IRAMATE 8232 BTk 697 )5 B £ /0 45047 (B0, 2 /0212.88) [ISF - 12MCSHY jin . 7E
— LB S T R, PR AL A LOPDA AN A H 1) £l R AH < 2B 3 ot = (54, SF- 12PCS A/
BUMCS) B 7715, Bivid 7 15 A4 ) B AN i FH L 33 AR ST I BT — i SE 0 - GAAZR 54 (81
1, S T-3RTTT, B TL A P Bl @) A2 2 b nT 8252 M BRI 25 &4, oA K Bk 259)
HEWILLZ)20mg / kg ) 711 Bt FH o 75— 852 77 2, Ik S0 - 2 3 JoR 4% & 40 e 3 BL i A
Hlfa (avalglucosidase alfa) o fE—¥85Ljiti y R, Frid MATEFEZ FriRiG T )& (lan, 76
P y6 97 1 25549 ) BAA 5 HE A i R R 7 5 IS AL & 2 /0250 TR SF - 12PCS
o AE— s B, ik MATE R Frid 697 J5 (B, 78 Bk v6 97 1 249 Fi ) B
L5 FH AT A E R @G 7 G IO IS AR B R 22 /0 292 L 12/ SF- 12MCS 39

[0224]  7E—UEsja 5 9, MR YT R B RE S (R) 5 =R, frid MA R A B ADALUR
AR — AN HISF-12PCSEE N :0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.3.25.3.5,
3.754.4. 58 5B £ . 7 — LSt 77 =, 24 7E VR TT R 8 FR i 18] J5 M &1, Frid MR B A 2
DL B A — A HISE-12PCS3hN:0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.3.25.
3.5.3.75.4.4. 58 B £ , A 451X LeAE 2 [B] (AT Ar[ (B B ] o 72— L8 STt 7 B9, MTEVR T r
SE FRSEISS 8] 5 M &I, AT 4L, ik Mk B 2 /b 290 MME A — M SF- 12PCS 3
H1:10% .20% .30% .40% .50% 60 % . 70% 80 % .90 % B, 86 £ . #£ —Le 52 i /7 &, 24 4EVA
I7 R A8 RF SIS ] 5 BN, A T2 4, BT iA MR B A AN IS 29 0L T E AR — AN SF-
12PCSHEH1:90% 809 . 70% 60% .50% +40% .30% .20 % 510 % . /£ —LL 52 i 5 =, ik
AMEEA L L EH AL — AN ISF-12PCSHE N : 10%.20% 30% 140 % 50 % 60 % .70 % -
80% 90 % , 1 451X BE{H 2 [8] A AT A (E B Y ] o £F — B8 S it 7 22 vF , T IR AMATE 52 52 5 58
SRS A PR 6 97 5 5 A BT S B aa T IR RS DL AREL B 20 £50.25.0.5.1.1.25,
1.5.1.75.2.2.25.2. 585 5 = (1) SF- 1 2PCS Y N » 75— L85t 77 S, BT M4 SF - 12PCS A2
FEIRIT QUL ME R A — I A SIS - 1 A2 34 AL 1364 H 25871 .8
A AN HL3TRVA9 124 A 24F (54 L 104F B BE K 1], B F5 X S8 2 8] (14T A {E Bl
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E

[0225]  fE—RBSLj 7 R, Frid METEIR T 2/ A 13 e B £ 2492 .54 (4, £91.03
BT %) ISF- 12PCSHG N o 7 — L8 SLhiti 7 B b, Frid MR IR T 202925 Je A 211,322
21454 (Blan, £12. 9385 £2) BISF-12PCSH N 75— L s2j 77 b, frid MATEIRIT 204
37 G BB £10. 774 23,95 (Bl an, £92. 368 5 22) 1ISF-12PCSHE N . 75— L5 /5 e rh , v
AL YT 2 /02149 8 J5 B 290 . 40 454,34 (i1, 212 378 £2) HISF-12PCSH
[0226]  #E—LESLiti 7 =9, TR MR 3252 28 /0 2925 JE ) Bk v 7 5 LA 5 FH ] 48 0
gy T Ja B IS LA EL = 28/ 250 . 9 B SZ 4 40N SF- 12PCSHG N o 7£ — S8 5Lt 77 22 v, Bk
MELERESZ 2 /D 2149 I B ik i 97 5 BAA 5 H BT i B B aa 7 5 I 5 DU & 2 20 2
0. 77H) B3I SF-12PCSHE

[0227]  #F U8B /5 R, frid MATE R Z 49 FRIRIT G B A EE G IX RN 412, 480 7F
0.5542 [MEE25 32 [B] ({1 SF-12PCS P34 14 I o 76— Le 5t 75 &, SF - 12PCSF ¥ 3% fin 7
0.4%4. 32 [MBELAE0. 554 .52 8]  /E— L& STt 77 7, i B A5 X (]2 95 %6 B A5 X 1] . 7E 4t
BE STl 7 22, TR 95 % BAS X [AIFE0. 454 . 32 [A|BLAE0 . 554 . 5.2 8] . 78 HAh St 75 2
TEATIR AR RS2 A9 VG TT J5 » SF- 12PCS PR32 2924, H95% B F X [A] 80, 4224 . 38
7£0.554 .52 JA],

[0228] 7 —LLSTiti =9, [A] 2 44 /Mt FH Pk 2590 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
292 . A[)SF- 12PCSF- 3438 in o 75— Le SETiti )7 S, SF-12PCS P34 IN7E0 . 4 84 . 32 A £ —
Yo s 7 R, FiTiA B A5 X 18] /2 95 % B A5 X ] . 75 S L sl S vb , ik 95 % B A5 X (/] 7E
0.4% 4.3 [8)  fE HAh St /7 b, SF- 12PCS I 2 292 .4, 7 95% B S X [A] N0 . 4%
4.3 AE BT B R, ik 2 AR5 A M.

[0229] 7 — LS )7 B vp, BTl MATE R 2 A9 R ik ¥ 97 5 BAA 2= /b 492 . T SF -
12PCSHE M . 7£ — LSt 77 R, B IR MR FE 3249 A BTk 697 e B 2 /0491 . AR SF -
12PCSH8 N o 75— L& STt 7 R H , BTl MATERE 5249 G TT Ja A TE1 . 453 . 42 [A] (1) SF -
12PCSHE N o 75— L& STt /7 R o, BTl MATERE 5249 G TT Ja A 1E2. 753 . 42 [A] (1) SF -
12PCS3 .,

[0230] 7 —UEsiji 5 9, AR YT R e RE SR R) 5 =R, frid MA R A B ADA LUK
AR — AN HISF-12MCSHE N :0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.3.25.3.5,
3.75.4.4.5.5.5. 5805 2 AE—LLSi 77 2P, A LEIR YT R 8 FR SN 8] f5 2, Bk A
BA L, FE S BAE— A SF-12MCS 8 /1:0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.
3.25.3.5.3.75.4.4.5.5.5. 58 B 2 , B 45 X Le{f 2 (0] (AT B B VS ] o 7E — LS i 77
W, YR VAT R B RESEIN A) 5 B, A 384k, Frid Mk B 2 400 R R TE— A
[FJSF-12MCSHE 1 10%6 .20 % +30% .40% +50% .60 % 70 % \80% .90 % B £ . #E — L5 it
T7 &, SMAE R T R 8 R AR 8] J5 U, AT LR, Frid ANMA B R LBl R E AR
fE—/NISF-12MCSIE M : 90%6 .80 % 70% +60% 50 % 40% +30% .20 % 55,10 % . 7£— L& 52 jifi
TR, iR AR B A 200 N AE A AT —NMSF- 12MCSHE T : 10% .20 % 30 % 40 % 50 % -
60% .70% 80% 90 % , 0. 451X Le i 2 8] I AE AR (B B B o 78— 285t 77 2, ik M fE
P52 5 o8 FFSEIN R] 1 Bk V6 97 J5 5 FHR S R s T e s SUAHEL B 2 /250,25,
0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.3. 255 5 = (Y SF- 1 2MCS 4 i1, 76— LSt 7 58
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H, BTSN B SF - 12MCS 2 AEVR TT 29 LA M EH BT — B (8] 5 &1« 14~ A 24 B34 H.
13J8.64 H 25874 A8 A9 A 3TRLA9 8 (124 A W24 55 (104F 5 K ] , £
FEIX L AE 2 A AT A (B B

[0231]  fE—2LSLjt 77 Hh, Frid METEIRIT 2/ A 13 R BA £ 2249314 (140, £70.99
BUEE 2) HSF-12MCSHG N o 7 — 285t 77 B, iR IMARTEVR T B /0 2925 i 5 ARG 2 24
4.00 (f4n, £91. 988 5 2£) HSF - 12MCS I N 75— Lo sl 75 R rp , T id MATE IR IT 2 /0 2937
JA J5 BA 210,692 29474 (0, 292 7285 ) [¥1SF - 12MCSHE i1 . /£ — L& STt 75 Z 1, ik
AMELEVRTT B /D L1498 5 B 410 4TFE 295,30 (0, £92. 888 5 £2) K SF- 12MCSHE i
[0232] 7 —LLsTjiti 7 =9, BT MR 52 28 /0 2925 JE ) Fridk v 7 e LA 55 FH A 48 B
BgaiB Y7 Ja B AR DUARLE R 22 290 . 691 LA 23 35 SF - 12MCS 4 o /£ — L8852t 77 2, BT i
AMERIEE 2 2 /D 237 JE W Bk Ve 9T Ja B 5 BT 0 e R 9T S I LA & R b 2
3. 13 EL L 2 AT SF- 12MCS Y I o 76— e S it 75 2 , BT MR TE 8252 22 /0 2049 /I (1) Bk
BT Ja B 5 R R A R T S GUAR b A D 292 1218 B ST 4 A SF - 12MCS 3
i

[0233] 7 UG /5 R, frid MATE R Z 49 FRIRIT G B A EEEIX RN 2. 98k 78
0.5552 [A]EfE2 53 2 [H] I SF- 12MCS~F- 341 36 i1 o 75 — S8 5 it 7 2, SF- 12MCS~F- #4386 i 72
0.5%5.3 2 [HM/ELFE0.555. 52 ] /£ — L& STt 77 27, Frid B A X (]2 95 % B A5 X 1] . 7E 4t
Be STl 7 22, TR 95 % B AS X [A]4E0. 5% 5. 32 [A| B 7E0 . 555 . 5.2 8] . 78 HAth St 75 2
TEATIRAMAEESZ A9 VG TT J5 » SF- 12MCS PR3 2 2929, H95% B {F X [A] 40, 525 . 35
7£0.555.52 |,

[0234] 7 —LSTjiti =9, [A) 2 44 /Mt FH FT ik 2590 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
292 .9 SF - 12MCSF- 3438 in o 75— Le SE Tt )7 S, SF- 12MCS P34 G IN7E0 . 5485 . 32 [A] /£ —
Yo st 7 R, BiTIA B 5 X 18] 52 95 % B A5 X ] . 75 S L sl S vb, ik 95 % B A5 X (Al 7E
0.5%5. 32 [8] o fE HAth 52 jiti /7 &b, SF- 12MCS P33 & £92.9, 7 95% B A5 [X [A] N0 .5 &
5.3 AE St 7 Zh, Bk 2 A& 5L 44 .

[0235]  #E— st R, TR MATEEZ A9 M T iR e IT e R B &2 /D42 11ISF-
12MCS3 AN o 7E — L& STt 77 R, Tk MATEHEZ A9 R it 697 J5 A /0491 T/ SF-
12MCS$8 in o 75— L& ST it 7 R H , BTl MATE R 5249 G e A TEL . 754, 12 (A1) SF -
12MCS 38 in o 75— L& ST it 7 R H , BTl MATE R 5249 G TT e A 1E2. 1 54, L2 (Al (1) SF -
12MCS38 .,

[0236]  5ANEZFIEuroQoL (EQ-5D-5L, tHFR NEuroQol 5/ & 5/ i W /K ~F- & 3%) I & g
U1 BB R R A DG A2 75 I . EQ- 5D - SLAF - BLFE DL HANE LRI #5300 B 3 L | R
PUH T B0 TR /AN 3d AR R /AR o AR B B A AN K o R HE R Gl R A L o 5 DR HE
B PR HME AR L R A EuroQol 54E FE A st A 4 & 3% (EQ-VAS) 1573 /£EQ-5D-5L18 70 i 3 —
AT o AE— BB SR T R, IR AME IR ST e B — N2 AN ERE EIEQ-5D-5L1F 53 F%
IR/ BEEQ- VASAR 43 38 i

[0237]  fE—Hesujii /7 R, SRt —Fla I NN BILOPDI) 75 v, Bivid 7 i A4 1) i i
AT 3G Bk 250206 W) 68 AR SO AT — M SERE - GAAZE &) (il 4, T -
T LTS FUAI B Q) FOZ 5 b n] 5252 34, Fodof Birid 25 W0 46 4 LA £920mg / kg ) 71
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it A, 9 BT MATE R 2 iR i I e B 2029026 (i, /0 290.47) EQ-5D- 5L
R B EAF 3 BRAR o AE— LSt g R, SRAIE— PGy NN ILOPDIY 732 , BT il J7 2 46
[ea) B A4t FH 25 0 AL S0 BT Ik 250 206 W0 B 5 AR ST IR AT — B2 0 - GAAZE & ) (191
1, AT - T TTE S TL & BE T ) A2 22 Bl 82 8k, B iR 4 mA G LL 4y
20mg/ kg it FH , I BT IR MATE R Z BT iR 1697 )5 B 2 /0 2490. 07 (Bl an, &2 /0 250.13)
[FIEQ-5D-5L H A HAR 73 B AIK o 75— LSt 7 B, $ it —Fpva g7 N/ [ LOPDIY 7%,
T3 77 2 A3 1) BT IR A it FH 25 W0 286000 BT 24 W AH 46 ) 6 2 AR ST IR TR AT — T S 7 -
GAAZZ A (9, T - T T T B FL AT HE B ) AN 242 b ml 252 I A4, ool Frik 25940
H UL 2)20mg / kg IR it , I B AT IR MATE R 2 ik ¥ 97 J5 B 2 /025008 (Bl 4n , &
b #30.30) BIEQ-5D-5LAR & 1% 8h 15 73 PR AR o 78— L SL it 77 2 b, SR 40— Fia 7 AR )
LOPDI¥I J53% , T3k 77 v B0 46 ) BT iR AN it FH 25 0 48540 » BT ik 24 0 406 0, 2 AR ST R iR 11
T —FhENE-GAAZ & (i, 20T - 20T T T8l 3 B A i o) AN 24 2% b ] 5252 B 34, o
¥ Tk 25 4 S W) LA £120mg / kg 1) 7 & it A, 3 B TR MATEEZ FriR 1697 e B A 204
0.04 (fd, 2/290.27) FIEQ-5D-5LIEI /AN IEFF 7 FRARK - 72— Le st 7 v, St — g
J7 N FILOPDI 732, Fidk 77 v L4 ) B i A4 it FH 2504640, BT iR 2540 & 1) B
AR SCHTIR AT — PP S RE -GAAZR & (Bl , 5T -3 T T Tl 38 LA o g a) FNZ2% bnl sz
[ A, oA BT IR 25 2 A ) LA 29 20mg / kg 1 77 =it FH 5 e BLRTIl NMARTE 8252 BTk ¥ 97 J5
HA /D019 (ihn, /0290 36) [IIEQ-5D- 5LAE & /HIAI 15 4 B A% . 77— LL szt 7 22,
PR —FPyE T NAMAR A (FILOPDIY) J532: , BT i 77 V2 B 4 1) BT IR AN it FH 25 054 » BT it 24
WA B AR SO AT — PP SE 0 - GAAZE &4 (91l , 5T - 5K DT T8 38 B i g o) A2y
2 TR B AR, ok BTk 25 W4 A W LA Z120mg kg O 7 Bt A L IR HORTIRAMAR AR fE 2
Bk 697 5 B 2 /029353 (il hn , 2 /0297 . 49) fIEQ-VASHE 4 BN . 75 — e s )5 R rp , 45
HEBE = B LOPDI /M (10 £ B AH G A2 7% o & (ol , — AN 2 AN 4E - IEQ-5D-5LA1/
BUEQ-VAS) [ 757325, BT J5 2 B 4 1) BT I AN A it FH /B9 25 A SCRT IR IR AT — Fh S 4 - GAAZR & 4
(i, =QT -1 T, 33 PR R @) N2y 2% BT B2 BRI 25l &9 , ool pridk 245
YW UL 220mg / kg I 751 1 it FH o 75— L85t 77 S v, BT IR 520 - 2 A R & 0 2 S TL A
¥ Efa (avalglucosidase alfa) o

[0238] 7R —UEsji 5 9, AR YT R B RE S R) 5 =R, frid MA R A B ADALUR
15 4E—AMRIEQ-5D- LA Bh 43 /3 4% :0.1.0.2.0.3.0.4.0.5.1.1.5.28{ &  7F — L&
SEHE T R, M AEIR YT R E R (8] 5 WS, BT iR MR B A 2 BL R E R AR AN EQ-
5D-5LFE ZhPEAG 4P PEAK:0.1.0.2.0.3.0.4.0.5.1.1.5. 2805 £ , G351 LY H 2 8] () A fr]
BRI o 7 —Se STt 7 R, TR T R e RRSE R) JE N, A TR LR, Frid MR Bl
Z2/BZLL M EH FIE—NEQ-5D- 5L B A5 70 PR : 1096 .20 %6 .30 %6 .40 %6 .50 % .60 %
70% .80% 90 % B HE 2 o 7 — SESL it 77 R, X AE VR TR E R SR IN [R] J5 DU BN, AN T 2
2, frid MR B A AN A0 FEH RAE—HIEQ-5D- 5L B 15 43 P4 K : 90% .80 %
70%.60%50%40%30% 20% 5% 10 % o 7E— &5t 77 2, Frid MA B A 2400 MMEH 11
f£—HIEQ-5D- 5L B 70 P : 10%6 .20 % . 30% 40% .50 % 60% . 70% .80% .90 % ,
A HE 1K LA 2 [0) AT AR (B BV ] o 7 — L8 St 7 S HR , FITIR AN TE 42 52 5 7 R 206 [B) 1) Pl
RIGTT fa 5 R A R R R YT e s U EE B B0 450.1.0.2.0.3.0.4.0.5.1.1.5.2

48



CN 115916245 A W OB P 40/89 T

B F IREQ-5D- LA Bl A5 43 B AR o 72— 225l 75 2 vp , AT MK TEQ- 5D - 5L Bl 115 43
FEAEIRIT LILL N B AT — I ] JF IR : 1A~ B2 A3 A3 64 H 25 .74 H.
8AN A9 A 3T VA9 V124 A L 24F  54E L 104E B 58 KR [R] , A0 975 3% 848 2 18] AT {A] {1 8%
[0239]  f7F—usEjifi 5 A, FTiRAMATERE 249 FARIR T fo B 76 B AS X 18] N )0 . 47807
0.350.72 [8]87E0.450. 52 [8IEQ-5D- 5L sl 1445 70 T B B A o 75— SL 5t 7 2, BQ-
5D-5LE B AT 43 P IR AR TEO . 3520 . T2 ] . 7 —LL st 77 b, Tk B A5 X 8] 295 % B 15
X 8] o 72 HE 2L Sl 7 R rp , TR 95 % B F X (R 7E0. 3520 7.2 8] o 7E HAth St 77 R b , 72 ik
MBS 49 JE 1)V 9T J5 . EQ-5D- 5L B AR 7P 34 PR AR 2 £90. 47, H95% B X [A]80. 32
0.7,

[0240]  7E—LLSTiti Jy =9, 7] 2 44 /Mt FH Tk 259 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
£10.ATIIEQ-5D- LA sh A5 43 T I BE AR o 76— L85 77 R, EQ-5D-5LAE sh P13 43 T B¢
IRTE0.3ZR0. 72 ] o 7E — LB STt 7 R, firid B3 X (]2 95 %6 BAF X [H] o 7 HE L8 5 it 7 58
H, Brid95% BASIX [AIFE0. 3Z20. 72 ] o £ H AR St 77 S8, EQ-5D- 5L B PEAR 7~ 3 FE AR
FE2)0.47,H95% BAS X 280,380, 7. 7E— L5ty B9, Frid 2 4 /MR 51 4 M4
[0241]  7E—uesfiiJr =, BT AMARTE B 5249 I T id 697 5 B 2 /0 290 3[EQ-5D-
SLF% B AR 7 B AR o 75— L85t 7 B rh , TR MR TERE 249 JA ik ¥ 97 I B 2 /04504
[FJEQ-5D-5L# 443 73 PR AR £ — 2L 50t 7 S8, Pk MARTE R 2 49 JJ 1697 )5 A 7E0.4
550. 62 [BFYIEQ-5D- LA s A5 /3 B A o 75— L St 77 R, TR AMATE 825249 TG IT J5
HATE0.351.0 [AIEQ-5D-5LAS BIPEAF 4 PR MK

[0242]  fE—UEsiji 5 9, MR YT R B RE S R) 5 =R, frid MA B A B ADAL0R
{6+ B AE—ANHIEQ-5D-5L H Fo 4 H145 40 f4£:0.1,0.2,0.3.,0.4.,0.5.1.1.5. 28 H £ . fE—
SE st 7 SR, 2R R T 4 B AL (8] e U, Frid MR B Z0L N E AR —ANIEQ-
5D-5L [ IR R4S /0 PEAK:0.1.0.2.0.3.0.4.0.5.1.1.5. 285 £ , A5 Le 48 2 ] (AT AT
B BIE ] o 7E — S8 S0 77 R, S AEVR YT R 8 R SEIN TR] S5 MBI, AR TR 2, TR A A
H2DALMMEF AR —NIEQ-5D- 5L H A AR 4 FE I : 1096 .20%6 .30%6 14026 .50% «
60% .70% .80% .90% BT £ . #£ —EE St 77 S Hh , AR TR 8 KRS [B] J5 I BN, AH XY
TR, i MR RG24 0L SEH BT —NMIEQ-5D-5L H P EEAF 43 B I : 90 %
80% .70% .60% 50% +40% 30% 20 % B 10 % o £ —Lbszjifi 7 = rf , ik ME B A 210K
B IAE—NIEQ-5D-5L H AP 1S 0 P K: 10%.20% . 30% .40 % .50 % +60% 70% «
80% 90 % , 151X BE{H 2 [8] A AT A (B Y ] o £F — B8 S it 7 22 vF , T IR AMATE 452 32 5 58

SN 8] B TR 16 97 Ja 5 B A S T R R T S B DU EL B £/ £50.1.,0.2.0.3.0. 4,
0.5.1.1.5. 285 /= [ EQ-5D- 5L H K BRAF 7 FRAK o /£ — LSt 7 B, Fridk M4 EQ-5D-

SLE I HAR 5 IR IT AL N E A BT — IS SR 104 B2 A3 AL 1836
25T A8 A9 A3TE VA9 V124 A L 24F (54 L 104E 5l B K ], 045 X 64
Z 8] AR AT B BTG

[0243] 7 —LLsZjifiJr R, BTk AMARTE 249 TG IT I6 BB B E X RN Z0. 1384 7E
0.150. 2 [A][EQ-5D-5L H I BT 73~ B AR - 75— LL SLTiti /7 S+, EQ-5D-5L H 4 3
1553 I PEARAED . 1 50, 332 [ B 7E0. 1 50. 42 8]  fE — oSz jifi 7 R, BTk B A5 (X [a] 2
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95 %6 B 15 X [F] o 7EF-LE S fl 77 R Hp, BTiR 95 % BASIX [AI7E0. 1530 332 (A8 7E0. 150. 42
] o 7 Fo At St 77 SR TE TR A2 49 I I6 97 5 EQ-5D- 5L H oA B 4S5 P A B A2
£)0.13, H:95% B S X |7 H0. 150, 3384 7E0. 1 50. 42 | .

[0244]  f£— sy S8, 1) 2 A4 AN F P iR 25 4L 6 0 Rp 249 JA 5 B BAR X TA)
£90. 13(fIEQ-5D-5L [ FH 349 53 T BRI 78— S5 5t ) 5+ EQ-5D- 5L R FE 4343 F
PIFRARAEO . 1220, 3322 8] o #E— LS fil 7 S8, BT BAR X 1A] 52 95 %6 L5 X [A] o £ RELE S it
i iR 95% BAFIXIAI7E0. 1520 332 8] 75 I Ah St 77 5+, EQ-5D- 5L H FR 4345 4>
SRR 2013, 7295 % BEASIX 6] 0. 120, 33 78 —Les2 i 5 =y, ik £ 4 MK 251
A

[0245]  7E—Se5zjifs /5 R op, FTR AMATE RS2 49 A Fi ik v 97 5 BB £/ 490 . 1(EQ-5D-
5L H A LG I3 B AR o 72— LB 7 S b, BTk MR E R Z A9 I BTk i 7 Ja BoA /04
0.03f¥1EQ-5D-5L [ AP BT /3 [ AR o 7E — el Uy S oy, PR MR AE 2 49 KR T J5 A
A1E0.0350. 22 [AJFIEQ-5D-5L H A BEAF I3 B A1k o 7E —Be S 77 S, P MAE 3£ 249
ARG R RAAE0. 1450, 222 [A] {IEQ-5D- 5L H A BT 7 1K

[0246]  f£—Besujifi 7 G, 2 AR IR T IRE GE FF LRI (8] J5 T &, prid Ak B = 0F
{E R AE— N KIEQ-5D- SLAB #5303 0 4 4%:0.1.0.2.0.3.0.4.0.5.1.1. 5. 28 & . f£—
LE St 7 S P, TR IR YT R 8 R 18]S MR, BTk AN A B 20 BL AR AR — AN EQ-
5D - SLAG V& B A3 BEAK:0.1.0.2.0.3.0.4.0.5.1.1.5. 28050 £ , A04F 1 L6 H 2 ] F1) AE A
(B BTl o £ — LSt T ZE T , S I T R R fF BRI 8] Je SR, AR T 2R L, iR A A
A B DAL MET AL A HIEQ-5D- 5L H & 215 70 B K : 10%6 . 2096 .30 % .40 %6 .50 %
60%6.70% +80% .90 % B 8 2 /£ — L5 J7 & TP, HAEVR T 4 E FF SIS A] 5 U S, AR
THLL, Prid SR B AR 20 UM E AR — N HIEQ- 5D - SLAR W& 3145 70 B A% : 90 %
80% .70% +60% +50% +40% +30% 20 % BL10% o ££ —LL52ji )5 R, ik ME R G LU T
B 1 AT — AN EIEQ-5D- LA 3% B0 15 B 1K : 10 % .20% <30 % 40 % <50 % .60 % .70 % «
809690 %% , a4 1 A1 2 1] ff) AT 4] i B B o 76— SRSt 5 S, BT AR 7 B 52 0 5

SRS (8] (1 BT IR Y697 )5 5 FH R A0S B B it T e IS A bE R 220 £50.1.0.2,0.3.0. 4,
0.51.1.5.28% 5 = I EQ-5D - SLAR I i 015 70 B AR o 78— L8 52 jiti F =+, Frid MK EQ-5D-

SLAH 1% 045 70 R AR IR 9T 29 N AE A AT — I R S M1 14 A2 A3 AL 1836
25T A8 A9 AL 37JE VA9 JE 124 L 24F 54 104F B 5 KN [ , 4047 1% 6 {1
Z A AR AT B BT

[0247] 7 —SLsZjiti Ty R, ik AMARTE B2 49 TG I7 )6 A 7 B E X (R N £90. 3fUEQ-
5D- 5L B T B9 4 S PR A o AE — LU S0t 5 R, EQ- 5D - 5L 5 3 3h 45 2 S PR AR 720 . 1
20.522Z [HBAE0. 150. 52 [A]  AE— LUt 77 S, Piridk BAF X [H] 2295 % BAF X [H] . 71 HE L8
St 7 e, TR 95 % BAE X (M #E0. 1220 522 (M B fE0 . 150 52 8] o 7 Fo fth S it 5 58
TEFTR AR RS2 49 A BIA YT J& , EQ- 5D - LA & & 3043 73 P P 2 £90. 3, H 95 % B AZ X [A]
N0.1%0.5287£0.150.52 8]

[0248] 7 —LLSLiti &9, [A] 2 44 /Mt FH P 2590 40 & ) e 6249 Ji 5 87 BLAS X 1) Y
£90.. 3MIEQ-5D- 5L & iiE s 15 5V Y B AK . 75— LL 5 it 77 7P , EQ- 5D - 5L ¥ 3045 4~F- 34
PEARAED. 1220 . 52:Z ] o £ —LE STt 77 S, T i BLAS [X [A] /2 95 %6 BT [X ] o 75 HE L8 S it 77
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Zh, Frid95% BAEXAIFE0. 1220, 522 [A] o 7E H AR SZ it 77 S8 , EQ- 5D - SLAR 5 i 3045 43
PIREAR 2 £90. 3, H95% BAS X 8] 50. 150,52, 7F — L6505 R b, ik £ 4 /M 251 44
(U

[0249]  7F UL 77 Rrh , ik MARTE R 3249 B 1 BTk v 97 J5 B 2 /0 250 2 EQ-5D-
BLAB 5 1% 2015 7 B A o 7 — L St 7 R, i MR AE #5249 R Bk Va7 Ja BoAA 204
0. 1/EQ-5D-5LAG # V& B3 70 PR AR - 75— LSl 5 R Hp , T I MATE R 249 6T J5 B A
7£0.150. 42 [H/{JEQ-5D - SLAG &5 1% N1 73 B Ik o £ — L8 St 77 v, Pridk M AE R 3249
V697 I BB 1E0. 250, 42 [AIFEQ- 5D - SLAR # ¥i& s 15 73 B I .

[0250] 7 —UEsiji 5 R, AR YT R B RE S R) 5 =R, frid MA R A B ADALUR
B L — N HIEQ-5D- 5L /A& 4 B % :0.1.0.2.0.3.0.4.0.5.1.1.5. 28 E £ . 7F
— LSy R, M TETR T R RS [E] fE A, BTl MR R A 29 0L S E A AR — AN
EQ-5D- 5L/ A& 1530 A% :0.1.0.2.0.3.0.4.0.5.1.1.5. 280 56 £ , 0 4% 1x L6 2 [a] (K
ARATAE BTG ] o 7E — SE St 7 S8, AR VR T 4 8 R SR [R] J5 I B, AR TR 2%, frik A
& BAG /DAL I E T T —ANMRIEQ-5D- 5L/ A IE 43 0 FEAK : 10% .20 % 3096 .40 %
50%60% .70% +80% 90 % B 5E £ . /£ —LES it 77 S, AR VR TR 8 R RIS A 5 I E I
FEXT T 228, Bk MR B A A IS 29 0L M EH AT — AN BIEQ-5D - 5L / A& 15 7 P A -
90% .80% .70% .60% .50% 40% .30% .20 % 5,10 % . 7£— L85 jifi /7 =, ik Mk B A 4
DA AE H AR — AN BIEQ-5D- SLIE TR/ A& 15 73 FEAIK : 1096 2026 . 30% .40 % .50 % 60 % «
70% 80% 90% , f0. 451X LEAH 2 [A] AT AR B B Y6 [l o 72— S8 st 7 B, Frid MR 2
SE SR A R BT IR 6 9T 5 5 R R AR B R 9T e R DAL B F 20 450.1.0.2.0. 3,
0.4.0.5.1.1.5. 283 = EQ-5D-5LIE S/ AN & 15 70 B Ak o 7F — B St 77 2+, il M4 1)
EQ-5D-5LI&I /AN IEAR o ARV TT 2 LA M EH BT — B (B 5 &1 14~ A2 B34 H.
1360 H 2574 B84 H 94 B 3749 L 124 A 24 \54F  104E 5 5 KB [a] , f,
FHIX LLAF 2 A (AT A {E B

[0251]  7F—Sesijifi 5 A, FTiR AMATERE 249 FARIR T fo LA 76 B AS X 18] N £)0 . 27807
0.150.52 [A/ELAE0.250. 32 [A] IEQ-5D- LIS /AN 1570 V- BB A o 7F — e Szt 77 =
EQ-5D- 5L/ AN idi 19 4 F B AR AE0. 04 0. 52 [ BE£E0. 05 50 . 52 ] o ££ — Lo 52 jifi )7 %=
BT IR A X 1) 2 95 %6 B A5 X 1] o 75 R Le STt 7 R H , AT 95 % B AS X [ /0. 04%20.52
(A BLAE0 . 0550 52 [A] o 7E H At ST 77 S8+ , 78 ik M2 49 I 1) 16 97 J5 , EQ-5D - LI /
AN GG FHEARR 290,27, 395 % B A5 X [H]250.04220. 58K 7£0. 0550. 52 [H] .

[0252]  #E—LLsifiJy =9, [a) 2 44 /Mt FH Tk 2590 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
£90. 27MEQ-5D- 5L /A& 1553 “F IR o 75— L5l 77 229, EQ- 5D - BLIE I /AN 1E 15 7
PIIEARAED. 0450 52 [B] o £ —HE 5L 77 R, Fridk B A5 X ] 52 95 % B A5 X [A] o 7F F L 51
Jiti 77 ZEH S BTk 95 % B A5 X [0 7E0. 04820 52 [1] o 7E HAh 5Lt 77 2+, EQ- 5D - 5L /AN IE 153
Ay TR £90. 27, H95% B S X A 0. 04 %0 5. 7F — Lo Szt )7 b, firik £ &AMk 2
51 %M

[0253] 7 —UEsja /7 R b, ik MARTE R 3249 B 1 BTk v 97 J5 B 2 /0 250 4 EQ-5D-
SLIEIR /A& 1S 3 B AK o 5 — L8 St 7 B rh , TR MR TERE 249 A Frid ¥6 97 )5 B 2 /04
0. 1/{IEQ-5D-5LIZ I/ ANE 13 7 B AR o 7 — LL S5 fiti 77 =, i MR TE B 3249 MR T 5 H
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HALE0.150. 32 [A[FJEQ-5D- LI/ A& A3 73 FEAR 75— Le S 77 S8 vh , T il MR AE 252 49
JARETT JE BRATE0.350. 42 [H] FIEQ-5D - 5LIE I/ A& 13 7 B ik

[0254]  7E—UEsja 5 9, MR YT R B RE SR R) 5 =R, frid MA R A B0
B L — A HIEQ-5D- LA 8 /AR A3 43 B 1% : 0. 1.0.2.0.3.0.4.0.5.1.1.5. 28 E £ . £
— LSy e, TR TR T R R SR [E] S A, BTl MR R 29 0L S E A AR — AN
EQ-5D-5LAE & /4MAR S /0 54K :0.1.0.2.0.3.0.4.0.5.1.1.5. 280 5 £ , 0 4% ix L6 2 [a] (K]
ARATAE BTG ] o 7E — S S 7 S, S AE TR YT R A8 R SR IN TR] S5 DB IS, AE T RR 2R BT id A~
B E DL S E T AR —ANMEQ-5D- SLAE & /AR 1343 FA K : 10% . 20% .30 % 1 40% «
50%60% .70% +80% 90 % B 5H £ . £ —LES it 77 S, AR VR TR 8 R RIS A 5 N E I
FEXT T 228, Bk MR B A AN S 29 0L M E H AT — AN BIEQ-5D - 5LAE F& / FAR 15 77 P A -
90% .80% .70% .60% .50% 40% .30% .20 % 5,10 % . 7£— L85 jifi /7 =, ik Mk B A 4
DA AE H AR — N BIEQ-5D- SLAE I& /AR A 73 P MK : 1096 .20%6 . 30% .40 % .50 % 60 % «
70% 80% 90 % , 0 451X LEAH 2 [A] AT AR (B Y6 ] o 72— e st 7 R, Frid MR 2
SE SR E] R BT IR 6 9T 5 5 R R AR B R 9T IS RS DAL B F 20 450.1.0.2.0. 3,
0.4.0.5.1.1.5. 285 = HEQ- 5D - SLAE & /AR AT 73 PR AR o £ — He st 77 Z2h , B il AN I
EQ-5D-5LAE & /HIARAR 7 A AEVRTT 20 LA M EH BT — B (A 5 &1« 14~ A 24 B34 H.
1360 H 2574 B84 H 94 B 3749 L 124 A 24 54  104E B 5 KB [a] , f,
FHIX LLAF 2 [ AT A (B B

[0255]  fF—ubsiifi 5 A, TR AMATERE 5249 FARIIR T fo B 76 B AS X 18] N £)0 . 36 8L 7
0.250.52 [A]87E0.350. 42 [A]IEQ-5D-5LAE F& /FNAR 1543 Y R A o 76— SE St /7 =R
EQ-5D-5LAE FE /HIAR 15 4> F ¥ FEARAE0 . 2280 . 5.2 8] o 7 —Le STt 77 22 rh , Fridk B 45 [X 6] &
95% B AS X 8] . A F e 52 i 7 b, TR 95 % BASIX B AE0. 2480 52 8] o 78 Ho A 52 it 5 %
78 BT M 8252 49 JE (1) ¥ T7 5 » EQ-5D- 5L AE & /AR 15 43 S 4 PR AR & 290 . 36, H95% B
fEIX1E)°H0.2%0.5.

[0256]  fE—LLsiti Jy &9, [a] 2 44 /Mt FH FT ik 25 90 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
£90. 361 EQ-5D- 5LAE FE /AR 1 73 “F B AR o 75— L5l 77 27, EQ- 5D - 5L AE &/ HIAR 1S 7
PIPEARAED. 2280 52 [A] o FE— LS 77 S8 b, T ik B {5 X 8] 295 %6 B {5 [X (8] o 75 H- 48 S i
TR, FTiR95 % BASIX A1 7E0. 2520, 52 ] . 7E HoAth 51t 77 S+ , EQ-5D-5LAE f& /A 15 4>
ISR £0.36, H:95% B AS X 18] N0. 280 5. (E—Leszjifi 7 =, ik 2 LMK 5144
AR

[0257]  #F UGS 77 Rrh , ik MARTE R 49 B 1) BTk v 97 J5 B 2 /0 250 . 4 EQ-5D-
SLAE S /HNHRTS 73 B AIK o £ — LSt 77 S, iR MR AE B 3249 JA ik 697 e B 204
0.3[WEQ-5D-5LEEFE /HNARTS 7 P AR - 72— Le St 77 2P, BT IR MR FE B2 2 49 I ¥R 9T Ja B
F1£0.350. 52 [AIfFEQ-5D- SLAE &/ AR TS 73 PR AR o 7 — HE STl S, B M TE 249
FREIT IR R A TE0.450. 52 (B IEQ-5D- SLAE &/ HAR TS 43 PR A%

[0258] 7R —UEsiji 5 e, AR YT R B RE S R) 5 =R, frid MA R A B ADALUR
B AE—AMKIEQ-VASAE 43X 4 1: 1.1.5.2.2.5.3.3.5.4.5.6.7.8.9. 10 1 18{ 5H &  7F — L&
SEHE T R, AR IR YT R E R (8] 5 S, BT iR AR B A 2 BL R E AR AN EQ-
VASHE/3 48 :1.1.5.2.2.5.3.3.5.4.5.6.7.8.9.10. 11 84 5 £ , £, 53X 61 2 ] ) A (i
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BRI o 7 —Le STt T R, MR T R e RESE R) JE N, A TR LR, Frid MR Bl
220 EF FIAE—NIEQ-VASTS /0 38 i0:10%.20% . 30% «40% < 50% .60 % . 70 % «
80% 90 % B F %  fE— LS S, ATEIR YT R E R [B) 5 M A, A T2k, Bk
AN B ANEE T 20 LA R A BT — AN I EQ-VASAR /3 39111 90% .80 % . 70% .60% .50 % «
40% .30% 20% 810 % o £ — L850t 77 2, Frid MR B 29 0L M EH EIAE— N HIEQ-VAS
B :10% .20% .30% 40 % .50 % 60% 70% 80 % 90 % , 51X L& {f 2 [a] f AT AT 8
BUT o 7E—SE STt T S, B MR FE 32 52 K5 5 RF SN TR] 1) B ik Ve 97 5 5 FH A 4 B il a
BT SRS AL B B0 Z11.1.5.2.2.5.3.3.5.4.5.6.7.8.9.10. 1 1 8 5 = Y EQ- VAS /S
Ay B H0 o AE — Lo ST T S, TR AMAIIEQ- VASTR 43 /& 2E Y8 T 21 UL A& v ({4 — I 18] 5
= 1N A2 A3 A3 EL6N 257N A8 A9 L3749 124 H .2
S VB 1OAF B R K (1], A 453X L 2 [a] (AT Ar] B BV o

[0259]  #F— LSy R, iRk AMARTE 249 TG IT I6 BB B E X RN 417 . 4984 7F
45102 M/ B 716 582 [BIFTEQ-VASAR 73 ~F- ¥4 38 fin o 75— Le St 77 S8+, EQ- VASTS 43~ 34 38 i
TE3.5211 . 4 [AERAE3 51222 8]  FE —LE Lt 7 2, ik BAS X [A] 52 95 % BAS X ] . 7E 5
Be STl T 22, TR 95 % BAS X [AI7ES. 58 11 . 42 [A| s #E 3 5122 ] o 78 HAh Se i 5 b, 78
PR M2 5249 V69T J5 , EQ-VASTR 3~ 3 8 A& 297 .49, H95% BAF X (R A3.5%8 11 .4
BAE3 5122 1],

[0260]  7E—L&STitiJy 9, [A] 2 44 /Mt FH Pk 259 40 & ) e 5249 Ji 5 8 BLAS X 1) Y
297 . A9HIEQ-VASHR 431 38 0 o £F — $E St 77 R, EQ-VASAR /0 P 338 hnfE3 .5 2 11 .42
6] o £ — BB S 5 ZEFh , TR ELAE X 8] /295 % B 15 [X 8] o 78 J- b st 7 &b, firik 95 % B oS
X [AI7E3. 52 11. 42 8] 7 H A S 77 b, EQ-VASHF 40 T 23 2 £97. 49, H95% B F X
(A 93. 58 11. 4.7 —2eSLhti Ty b, ik 2 MR 251 Mk .

[0261]  FE—uEsijfy =rb , Tl MATERE 3249 BB AT iR 1697 J5 BB 2 /0294 . 3[EQ-VAS
13 BN o AE— SRSt 7 S H, BTl MARTE 2249 W BT iR 1697 J5 B 2 /02495 . 5IEQ-VAS
135 BE N o A — Se st 5 E b, BT IR AMARTE B 5249 B B 97 )6 R A 1E5.559. 52 M I EQ-
VASTR 53 B4 o 72— LESERt 77 b, Frid MR RS2 49 R IR YT JE A 784 . 3 5 102 A I EQ-
VASAR 4 38

[0262]  mJDAJE T BB 45 SR VPl VR T I Th Ak, B B3 s 45 R B S BN PR T 18 DL
SR (PDSS) 8 DU s i & %% (PDIS) Rasch@ 1) e DU Sk iE B (R-PAct) Al
MBI ER (PGIC) -

[0263]  Raschi 7K VIS G SRR R-PAct) W& KT 16 % 8 Ul B fE VR T ik FE R
(1035 B J PR 1 A4 2> 2 HIR 1] R -Pac t£3 7 2 2 T X T 5 H % A3 Je BR A AH DG 184 T H
I EEREAL-36EFR FIRED (van der Beek,N.A.%ZE A [2013] .Neuromuscular
disorders:NMD;23 (3) :256-64) o fE— L5t 77 =, BTk & 7EV6 T J5 LA R-Pact M1,
[0264]  #F—Esjti 77 R, JR A — PG 7 NN rh I LOPDIY 7732 , ik 77 V2 A4 ) ik
AT GG Bk 250205 W0 68 AR SO AT — M SERE - GAAZL &) (il 4, T -
ATTTE I FLAI RS ) AI24 5 b mT RS2 I Ak, Forbeol i 25 W 4H & 1) LA £920mg / kg ) 57
w= it I H TR ANRE 52 ik 697 e B 2 /0 292 .55 R-PAc t 3 0 o 78— S8 St 77 8
o BRI I A LOPD A A AN A 1 {8 R AE 5% AR 3 T (114, R-PAct) 545, BTk 7726
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355 7] T 3R A4 it FH A 5 AR ST (R A — P ZE 0 - GAAZR &4 (9l , ST - 2RI 1T, Bl 3 B i A
Hla) F2 % ERT B2 (BRI 29 A &4, Foh o BT iR 25 & V) DL 29 20mg / kg () 711 &
it o E— S sz T B, BTiR BN - R A A S W8 LRI M B a (avalglucosidase
alfa) .

[0265] 7 —UEsiji 5 9, M AEIR YT R B RE S (B) 5 =R, frid MA R A B ADAL0R
AR — /N R-PAct I h0:0.5.1.1.5.2.2.5.3.3.5.4. 580 & . 7F — LUt 5 = p, 24
TEIRYT ' 8 Fr 220 18] J5 S, BT iR MR B A 290D FEH PE— D BIR-PAct G I0:0.5. 1
1.5.2.2.5.3.3.5. 458 £ , BLHHIX LeAH 2 8] (14T ] (B B3 Bl o 72— Se st 7 S8+, 47
VBT 08 R SIS [A] J5 S, AT R4, ik M B 2 D A DM E AR — IR
PAct31:10% .20% .30% .40% .50% .60% .70% .80% .90 % B B % . /£ — LU s i 5 2
MAEIR YT R 8 R SR [E] S5 R, A TR 2R, iR ANk B A IS 29 BL M E H AR — A
fIR-PAct 3 H1:90% .80% .70% 60 % 50% 40% .30 % 20 % 5,10 % . £E —LE S i 5 R,
ik AN B A 21 LL R B BT — AN IR -PAct 3 H1:10% .20% . 30% .40% .50 % .60 % .
70% 80% 90 % , 0. 451X LEAH 2 [A] AT AR B Y6 ] o 72— S8 st 7 B, Frid MR 2
SE RS (R (¥ BT IR 697 J5 5 R B AT RS B e T R IR S AL B E 20 290.5.1.1.5.2,
2.5.3. 45 F = IR -PAc t 3 il o 75— LSt 77 R, BT MATIR-PAc t /2 7EIR YT 2 LA N E
W AT — I A I 8 1A A2 A3 A3 64 H.25 8.7/ .84 H.94 H.37
VA9 124 24 5AE L LO4F 5l B8 KN [A] , 6055 1% L85 2 18] (1) AT e[ 5y

[0266]  7F— LSt 7 R, iR AMARTE 5249 TG IT IG5 BB B E X RN 2. 5584 7F
1542 [ 8 7E2 53 2 [H] IR -PAc t P 3784k o 7 — 2Lt 77 R, R-PAc t P3R4 7E-0. 18
5.2 [AIBAE0 55 [A] o #E—$E 5Lt 77 S8 b, BT i BAS X B 295 % BEAS X 8] o 7 5 L8 5L it 77
ZH L FTIR95 % BAGIX EIFE-0. 185, 22 (A BAE0 552 ] 75 H A STt /7 R+, 7E Bk Mk
B2 A9 R IIEIT G »R-PAct AL £ 292,55, H95% B 5 IX (8] -0, 185, 28 E0 552
G118

[0267]  fE—LLSTjitify &9, 7] 2 44 /Mt FH Pk 2590 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
212 550 IR-PAc tF- 34784k o £ — 2Lt 7 22, R-PAc t P34 £ -0 . 1 25 2 [A]  fE — 1K
SCE 5 R, AR B X A 295 % B X 8] o A6 3 e St 7 =, FTiR 95 % BAS X Al £E-0.1
5. 22 i) AEHAR SN T F 1, R-PAct-F A4 2 41255, 795 % B AR X A J9-0. 125. 2.
TE—SeSL 7 = rh , ik 2 MR A5 1 A M.

[0268] 7 —uEsjifi J7 &, BTk MARTERE 3249 M BTk i I7 e B 20491 . TR -PAct
BN AE — e ST T b, TR MR B2 A9 B TR VA )T 5 B & /D %1 3R -PAc t 1
0o 75— Se STt 7 Z R, BT AMATERE 249 Rl iR TT e BAATEL . 353 . 8Z [AI[FR-PAc tHE 1l
TE— STl 5 B, il MATE R Z 49 IR TT Je BAATEL. 754, 02 [H] IR -PAc t 35 11
[0269] B3 RARARALEN S (PGIC) ] F I & 2 UL 88 35 (VR T Tkl B AR AL Ep 4
(PGIC) 154y M= H 5 AE & H 1) & 5 FE A1 T3 (Perrot,S. %4 A [2019] .European
journal of pain ({35, TEA% %) ;23 (6) 1 1117-28) B¢ (IPGICIR 4 48 /R FEIR FG T T2
(1) 250 o PGTC ] LA S DU AN AN ] (1 4 BEEAT F 40 - H T B 5008 AH SRR S IR g 1 RN FS 30
P AE—Se STt T Rrh , BEAERIT S B A I — A AN ERL I PGICHE il

[0270]  #F—2Esjti 77 =, SRt — PG T NN TR I LOPDIY) 7732 , ik 77 V2 A4 ) ik
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AT 3G Bk 250205 0 68 AR SO AT — M SERE - GAAZL &) (il 4, T -
ATTTE I FLAI RS H ) AI24 57 T RS2 I Ak, Forbel ik 25 W 4H & 1) LA £920mg / kg ) 57
it A, 9F BT MATE RS2 BTk i )T e B 20 244.63 (Bilan , 2= /0 294.97) [PGICH &
NS 3 3 0o AE— St 7 S, R —Fla T NN LOPDI 77 7% , Bk 772 B 4 1]
Frid ATt 254 » BTk 2590 406 ) 6L AR SCRTIR AT — Fh 2 0% - GAAZR &4 (il
- TTECCPLE WS F Q) FNZG % bl 852 ik, ool Brid 25 W) 240 & WL £920mg / kg
()7 Bt I HLT iR MR AE 8252 P ik 1697 Ja B 22 /b 295,05 (1 dn, &2/495.37) BIPGIC
P IR A ICREARAF 43 G I o 72— Se STt 7 v, R4 — Mgy AN (I LOPDI) 7732, BT ik 7
ALTE A BT IR MR FHZ A A1), B 25 & W08 & A SCRTIR AT — Fh R - GAAZR &
Y (g, ST - R T TS FL A A ) R 2 2 b n] Be sz Bk, Fodol Frik 259 40 6 4 LA
2120mg/kg 175 & i FH , I HFr ik MR AE RS2 ik i 97 )5 A /0294 .66 (140, /04
4.98) HIPGICIR IR B8 /143 70 B 0 o 75— Le st 75 &, 3t — Py 7 A A4 ILOPDIY 77
5, BT D7 AL HE ) Bl At FH 25 4S9, vk 29 28 6 W06 & R SRl (R4 — Fh 3
B -GAAZE A4 (9, x0T - QT T 1B 3 PO 0% i) N2 2% bl 822 38U, ¥ prik 245
YIZH G YILL 2)20mg/ ke (1) 77 & it FH  H BTk MATE R 2 iR 1697 Ja B & /0 294.66 (1
i, /0294 .84) HIPGICHS B 1543 38 0 o 75— Le St 7 o, S AL 38 i S A LOPDI A&
HH R A RR A DG A T i (D, — AN EREANERE ERIPGIC) 1773, Bk 77 v AL m) ik A
it FH L3 AR ST I AT — 2B - GAAZR A4 (il an , =0T - 3R T 1T, B3 P g b g ) A2y
7 BRI BARI 29 G, FodeR BT ik 25 2H 6 UL 2920mg / kg R 77 &t FH o 7 — 24
SEht T R, TR FRE - R A RS S LR BE RS (avalglucosidase alfa) .

[0271]  fE—UEsja 5 9, MAEIR Y7 R 2 RE SR (B) 5 =B, frid MA B A =AU
B AT — N IPCICH HiEEI B 0 ¥ hn:0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.
3.25.3.5.3.75.4.4.5.5.5. 580 5 £ . 7F — SL 5 7 R , 2470097 45 8 RRSEA [A] f5 I &2
i, BT R AME BB L A AT —NIPCICH # & s 0 :0.5.1.1.25.1.5.1.75.2.
2.25.2.5.2.75.3.3.25.3.5.3.75.4.4.5.5.5. 580 5 2 , A0 FH X LAl 2 8] i) A A] {5 B Y5 L
TE—SE STt 7 R, AR VR T4 R R AR (] J5 BB, AR T2 R Frid MA R A 2 D20
NMEF AR —AEIPCICH #E SR/ 3 0:10% . 20% .30 % 40 % .50 % .60 % . 70% .80 % .
90 % B 5E 2 o #E —HE St 77 2P, AR T KR FR SIS A J5 &N, A TR, ik A
HAAN 2P0 N EH AT —/NMIPGIC H ¥ 35 2043 20 39 11: 90 % .80 % . 70 % .60 %6 50 %
40% 30% 2026 810 % o /£ — S50 77 R, Frid MR B A 290 M E A — N PGICH
WIEENE I IN:10% .20% 30% .40% .50 % .60 % 70% .80% .90 % , £ FF X L& i 2 ] fr)
FRATAE BRI ] o 7E — 2L S T 2, il A A 75 422 52 5 S o RIS ] 1) Fir ik ¥ 97 J5 5 R Rl i
PEE G o BB AL AL B =40 20.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.3.25,
3.5.3.75.4.4.5.5.5. 580 = FIPGIC H & 3118 70 B4 0 o 7£ — LL S0t 77 B, Bl ANk i)
PGICH ¥ i% Eh15 70 /e AR IR 7 LA N E A AR — i A S &R - 14 B2 3.3 AL13.6
A 25T H8A A9 A.37E 49 124 F 24 J54F L 104E B KON [A] , f 4% Xt
{B 2 [ AT A (B B

[0272] 7 — LSz R, iRk AMARTE 249 TG IT I6 BB R B E X RN 2414 9784 7F
4562 [a]\IPGICH i 2P 5 B4 Jin o 75 — L& 5 e 5 Z 7, PGICH i 2 P3G InfE4 . 3%
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5.3 [MELIEA562 [A] 7 —LE st )7 7, Frid BLAS X (8] 52 95 % BLA5 X 8] o 7 3 Ee S it 7
FH L TIR95% BAEX A 754 . 385 . 32 [ B fE4 56 2 [8]  £F HAhSZ it 77 S v, 75 Frid MA 42
ZAY IR Ja  PGICH % 3% 2 P ¥ 38 & 294,97, H95% B S X 0] 4. 38 5. 38 F4 56
Z [,

[0273]  fE—LESTjiti =9, [A) 2 44 /Mt FH Pk 259 40 & ) e 5249 Ji 5 8 BLAS X 1) Y
294 . 9TIPCICH & 3 - 3G o o £ — 2L S 77 2, PGIC H % & )~ 3 38 InfE4 . 3453
Z 8] o FE— LSt g R, Tk B AE X A2 95 % B A X 8]  £E FELe S 7 b, ik 95 % B
{EIX B FE4. 355, 32 8] o 4E HoAth St 77 & b, PGIC H 3% 31 P ¥ 48 2 244,97, 295 % B 15
X 8] 94.3%5. 3. FE— L8852 77 S, ik 2 A4k 251 444

[0274]  7E—eszftiJr b, BT AMARTE B 249 B AT id 1697 5 B 2 /0 294 6[1PGICH
WS BN IN AR — LS 5 R, BT IR MATE R 249 I Bk 1697 5 BoA /0494 . 8I1IPGIC
H 3 sh . 75— e s 77 2, TR MATER 249 FIi6 Y7 Je R 1E4.855. 12 (Al (1)
PGICH H & B3 hn o £ — L st 7 B, Frid MAEREZ A9 B R T e B A E4.6 55,12
(B RIPGTC H % ¥ B 34 b

[0275]  #E—UEsija 5 9, M AEIR YT R B RE S R) 5 =R, frid MA R A B ALUR
AT — AN FIPGICH R AN SSEAR S 43 8 i1 :0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3,
3.25.3.5.3.75.4.4.5.5.5. 580 H £  /E— L5y R rb , M AE IR T R R S [A]
i, TR AR BAG Z90L R AE A AT — NI PGTCH I AH SIEAR TS A B 1 :0.5.1.1.25.1.5,
1.75.2.2.25.2.5.2.75.3.3.25.3.5.3.75.4.4.5.5.5. 58 5 £ , {0 % 1X {1 2 A] (AT AT
BRI o 7 —Se STt T R, MR T R e RESE B) JE N, A TR LR, Frid MR B
Z/BZLL B AT — AN PGICH R AH AT 43 38 11 : 1096 2096 .30 %6 .40 % .50% .60 %
70% .80% 90 % B HE 2 o 7 — SESL i 77 R, S TE VR TR E R SR IR [R] J5 DU BN, AT T 2
2, Frid AR B A A IS 29 0L M E AR — NI PCICH I AH AT 43 3G 0 : 9096 8026 .70 %
60% .50%40% 30% +20% 5510 % o £ — L& 77, frid MR A 2L FEH AR —
ANHIPGTCHIR AR AR/ 3 : 10% .20 % 30% 40% .50 % 60% . 70% .80 % 90 % , FLFHIX
S AE 2 A] (AT Ar] (i BT ] o 7E — Se St T e, B AR A 45 52 455 78 i LI (] (1) BT IR 8 97
Ja 55 R R A6 s B G T R S AL B 20 250.5.1.1.25.1.5.1.75.2.2.25.2.5,
2.75.3.3.25.3.5.3.75.4.4.5.5.5. 5 H /5 (1 PGICH I AH AT 70 B I o 7£ — L St )7 58
BT IR AN (I PG T CH I FH K AF 3 Je TE VR IT 29 LA A 1 — I 8] JE = - 14 A 24
3 A3 64 H 258 74 A8 H94 H 378498 (124 H 24 \54E L 104E 5l 5
8], A 55 3% S8 2 [ (1) AT A B By

[0276]  fF—SesEjifi 5 A, FTRAMATERE 249 FARIIR T fa BLA 2 BAS X 18 N £)5. 378 1E
55562 (B B 71555 . 52 [ [RIPGT C 95 AH I AR P 351 14 o 76— L8 5t 5 2, PGTCHR i A
FREAR ¥ NS . 1825 72 (M B fE5 562 8] « 7 — L85 75 R, Bk B {5 X (8] /295 %
BEARX A 7E R st 7 R, ATiR95 % B AR X (B 7ES . 185, T2 (A8 /ES 56 2 [H] . 7R HAth 5K
Jiti 77 e, TE T IR ANMAE 3249 G YT J5 » PGICHI M IREIR T B & £95. 37, H95% &
FX A5 . 185, TEAES 562 18]

[0277]  fE—LLSTjiti =9, 7] 2 44 /Mt FH Tk 2590 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
295 3TIFIPGICHE I AH IRE AR - 3 38 0 o 75 — L& ST it 77 S8 H , PGTCH i AH SR P 25 36 In 7
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5.185. 72 [A]  fE— LSt 77 &, BT i B A5 X [H] 2 95 %6 B A5 X 1] o 75 K Le ST it /7 2+, Al
R95% BASIX [AIFES . 1 225 T2 [A] o £ HoAth S i 77 S vh , PGTCH I AH ISRE IR - 2 38 Jin & £
5.37,H95% BAGX A 5. 185, 7. 78— S5 77 b, iTid 2 L AR 251 %M.
[0278] 7 —UEsja /7 Rrh , ik MATE 3249 B 1) Bk ¥R 97 5 B 2 /0 294 THIPGICHE
T A SRR G N o AE — LS 77 S8 b, PR M E R 2 A9 R B ik 1697 5 AR 2/ 495 . 111
PGIC¥ i AH IRE IR G N o 7£ — e SEJt 77 2 b, ik MAFE R 249 AT e R A(ES. 15
5. 52 ] FIPGTCH 93 AH IR B N o 7 — LL St g S Hp , BT MARTE B2 49 6T )5 B A
TE4. 7562 [B] FRIPGT CH I AH S RE IR B9

[0279] 7R —UEsiji 5 9, MR YT R e RE SRR (R) 5 =R, frid MA R A B4R
18 3 AT — /NI PGICREIR e 11750 B H1:0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.
3.25.3.5.3.75.4.4.5.5.5. 580 H £  /FE— L5 5 R rb , M AE IR T RE R S (A )
I, B AR B 290 A8 AE — AN PG IO B 14543 38 1m:0.5.1.1.25.1.5.1.75.
2.2.25.2.5.2.75.3.3.25.3.5.3.75.4.4.5.5.5. 58 5 £ , 4% X Ll 2 [8] f{) 44 (i B G
Rl o 7E— SE St 77 ZE 1, 2 TR VR T R E TR R (0] J5 U =, ARG T2 4R, prid MA R A 2 D
2100 T EH BAE— N HIPGICHEIR BE J115 73 351 : 10% .20 % .30% . 40% .50 % .60 % . 70% -
80% 90 % B F %  fE— LSy S, A TEVR YT R E R [H) 5 M A, A T2k, Bk
Ak BAG A 29 0L T A R AT — AN I PGTCRR I B8 11543 36 h1:90% .80 % . 70% 60 % -
50% .40%30% .20 % 810 % o £ — LSt 7 S b, prid M B A 250D T E AR — A1)
PGICHENR B 1750 1 1:10% .20 % 30% .40% .50 % 60 % 70% .80 % .90 % , i FHixX L& {H
Z VB AT ART B B9 Bl o 72— S St 77 SR, B MR AE R 52 R 8 FR SIS Rl ik Ve T e 5
FH R B ayG T JE S At R E 20 £90.5.1.1.25.1.5.1.75.2,2.25.2.5.2.75.3,
3.25.3.5.3.75.4.4.5.5.5. 580 5 5 IPGICIF IR B8 195 70 380 o 76— L8 s 75 B, Frid 4>
PRIIPGICIFIR B8 11537y /2 7RV TT LA B AR AL —BS [ J5 & ) - 14~ A 24 .34 H.13
JE 6 H25F L TAS 8 H 9 A L3749 8 124 F L 24F (54F  104F Bl B8 K I [A] , AU 3%
XA 2 [8] AT AR B Y

[0280]  7F LSty R, iR AMARTE 5249 TG IT I BB 1 B E X (R N Z14.. 988, 7F
4562 [a] [\IPGTCIR IR B8 /7P 351 3G 0 o 75— L& St 5 E 7, PGICRR IR BE /)P 353G InfE4 . 78
5.3 A8 fE4.5 55 . 52 8] £ — S5t 77 2 b, ik BA X 8] 295 % BAS X [H] o £ H L5
Jits 75 R, Frik95% BAF X 754 . T35 . 32 [M 8 7E4 . 555 . 5.2 [A] o R HAth St 77 & vh , 72 Al
RAMEREZ A9 H IR YT J5 , PGICHEIR g 71~V 3535 & 294,98, H95% BAFIX [A] 4. 745.3
B fE4.555.52 A,

[0281] 7 —LLSTjiti 7 &9, [A] 2 44 /M it FH Fr ik 2590 40 & ) e 5249 Ji 5 e BLAS X 1) Y
294 . 98[FPCICHF WL g /11338 hn o 7 — Le S 77 22, PGICHF IR BE /)~ 34 38 InfE4 . 7853
Z V8] o FE— LSt 5 R, Tk B AE X A 295 % B A X 8]  1E FELe S 7 22, frik 95 % B
{BEIX A fE4 . TS . 32 7]  £F HoAth S2 it 7 Z&vh , PGICHEIR fE )T 218 fin & £94.98, H:95% B {5
X8 4. 725, 3. FF— L85 77 S, ik 2 A4k 251 44

[0282]  #F 4Bt Ty b, ik MARLE RS2 49 JH () Bk v 9T J5 B /0214 . 8[FPGICHT
W e 738 0 o AE — SL St 7 R, FriR MRE RS2 A9 I B iR ¥ 9T Ja B &2 /0494 . 8/IPGIC
W e 138 N o 7E — LSt 7 R, I MR TE 3249 B BI6 97 5 B A 754 .8 55 1L [ Y
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PGICHF IR & /738 0 o 45— LESLTiti 77 S, iR MR AR 249 R B T fe R A 784 .855. 12
(] (T PG TCRF- I B8 7 38

[0283] 7R —UEsji 5, M AEIR YT R B RE SR (B) 5 =R, frid MA R A B ADALUR
T — D BIPCICE B PEE r BEin:0.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.3.25.
3.5.3.75.4.4.5.5.5. 585 £ . f£—LLSLJiti 77 2, AR T RE € R AL (8] 5 M 2, Brid
MERB LU FEF AR —DNPGICKE S MELS 43 h0:0.5.1.1.25.1.5.1.75.2.2.25,
2.5.2.75.3.3.25.3.5.3.75.4.4.5.5.5 .58 5 £ , B HEIX L6 {E 2 [R] R AT Ao {E B Y el - 72—
WSty S, 2R VR T 0 8 R (] JE U, AR TR R Frid MR B 2 b A4 LL N E
B AT — NI PGICRE ZhPE S0 38910 : 109 .20 % .30 % .40 % .50 % .60% . 70% .80% .90 % B}
W A —SBSE 5 R, YA VR R R e SR 1) S T, AR T3 2, iR ANMA B A AN
I 29 LU AR AR — AN BIPGICE B 1S 70 38 : 90%6 .80 % . 70% . 60% 50 % 40 % «
30%20% 8% 10% . £ — 25t 77 2, Frid MR R A 24900 MMEH AR — DN EIPGICE sh S
Sy IEIN:10% .20% 30% . 40% .50 % 60 % 70% .80 % 90 % , 51X L& {1 2 [A] i) AT ] {1 5%,
YO o AE— S S it T7 SR, PITIR NARAE 42 52 e 8 FRR BRI (R BT ak ¥ 97 5 -5 R b et
J7 G S AR B E/0450.5.1.1.25.1.5.1.75.2.2.25.2.5.2.75.3.3.25.3.5.3.75.
4.4.5.5.5. 58 5 /= [ PGICHE sh A3 4 3 N 75— LSl 7 b, FTid MR PGICHRE sh 1443
Iy FEAEIRIT LI N AE A A — I E] S IR - 1A B2 A3 AL 1364 AL 25 .74
H 84 H 9 B 3749 12 A 24F 55 104F B KN ], B4 1% S8 4F 2 ] (1) ATl (B
[0284]  7F—Lusijifi 7 b, TR AMRTE R 249 MG )T e BB E B E X M N 414 8411
PGICHS ZNEF 3G . 78— Lo St 7 R, PCICHE B~ 35 G N4 . TZ 5. 32 [ o £ — sk
Jiti 77 ZEH, BTIR BAE X [H) 295 % B AS X 18] o 7E 3L L st 7 R, ik 95 % BE X A1 754 . T2
5.3 8] o 7R HAM St 7 A, 7R BT IR AR B 3249 VR IT J5 , PGICHE Bl P~ 35 16 I 2 2
4.84, HI5% BEIX A N4.725.3,

[0285]  #E—LLsjiti &9, [A] 2 44 /Mt FH Pk 259 40 & ) e 8249 Ji 5 8 BLAS X 1) Y
294 . 84 IPGICRE B 1~ 338G 0 o £ — He STt )7 22, PGICHE B~ F- 2 B INAE4 . 7225 . 32 [
TE—Se st 7 R, Bk B A5 X ]2 95 %6 B A5 X [H] . 7R R LL 5Tl 5 2, BT iR 95 % B A5 X [A]
TE4.T25. 318 o AE HAR STt 7 S, PGICHE Zh P~ 3 3 & 294 . 84, H95% BAG X [A]
4.THR5 .3 ALt T B, ik 2 4R 251 4 Mk

[0286]  7F—ULsijfa /5 R b, ik MATE 3249 B 1 Bk ¥R 97 5 B /0 294 APGICH
B N o 7 — LSt 7 R, BT MATE B2 49 A BT iR 1697 5 B /0 294 . TIIPGICH
B RN AR — S St 7 R, BT IR MR B 2 A9 IR IT e B A 754 . 755 . 02 [H [ PGIC
NG N AE— Le St 7 B rh, Frid MR E R 2 49 JH ¥R T e BA B4 . 455 . 02 [A1 |
PGICHL B3 .

[0287]  JULERUAHE (CK, AR WUBR T BRI ) 2 D2 UL 10 IfL ¥ g A= A i , S4B 7R LA 4%
15 s CKAK V-1 B8 28 HLLOPD ) B8 35 44 A T 7 o R LAk AT CKUL i 003X LA 0 & 4 4k I 39 H CK i
[

[0288] 7 —UEsji 5 e, M AEIR YT R B RE S B) 5 =R, frid MA R A =D
18 P AT — AN CKZK PB4 4% : 501U/L . 601U/L701U/L.80. 1U/L.901U/L.1001U/L.1101U/L-
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12010/L.13010U/L.14010/L\1501U/L.1601IU/L.170IU/L.1801U/L.1901U/L.2001U/L+
2501U/L+30010/L.4001U/L.5001U/L.6001U/L.7001U/L.8001U/LEL5E % . £ —LEsjii /7 5
Hh, S LE TR YT R E R RN [B] 5 B, BT CKaK PR AR L B E H i A — A : 501U/L 601U/
L.70IU/L.80.1U/L.901U/L.1001U/L.1101U/L.1201U/L.1301U/L.1401U/L.1501U/L+
1601U/L.1701U/L.1801U/L+1901U/L.2001U/L.2501U/L.3001U/L.4001U/L.5001U/L+
6001U/L.700TU/L800TU/LEGHE % , R 453X L4522 [8] A ] (B BV ) o 45— LSt 7 S
HAEIRTT IR TE FF SR [H] )5 MBI, AR 2R 2k, Frid CKK-FIE R £ DA L B AT — A
10%20% +30% 40% +50% +60% 70% 80 % 90 % B 5 % . £ — LU S i 75 S Hf , 7RI TT
R 58 RF S 8] J5 DB IS, A6 TR 2R, BT B CKoK P B AIRAN i 29 A N AE R AR — 4~ :90%
80%70% +60% +50% 40% +30% 20 % 510 % o /£ — L5 jifi /7 S , T iR CKAK S & AR £ LA
FEAFEAE—4:10%20% .30% +40% .50% 60 % .70 % 80 % 90 % , FLHEIX LL{F 2 [A] 1]
FEATE BTE ] o 72— BB STt 7 22, 2EVR 9T 29 LA B A — I 18] J5 I & Bk CK/K -« 14
A3 A6 AL 25T A 84N A9 A 124 A 24F 54  104E 5 K (1] , £ 45 % £
{E 2 B R ATAR A BTG

[0289]  fE— ULt 5 S rh , Pk MAFEREZ ik iG J7 5 (B4, 78 Fr ik Ve 7 B 5549 J i)
HA /0253802 % HICKAKF AR A — L8 SE i 7 Zeh, Irid MR 2 Frik 1697 Ja (i,
FEFTIR TG YT I 5549 JRIIT) FA 5 FHRM 3 0% Byt o7 5 0 1500 AH ELAIR 22 20 2923 .89 96 1) CK K
A

[0290]  7E— LS 77 ZH, prid AMAAE 32 32 49 R BT ik 1697 5 HAA 2 /0 29389 % Bl fE
35 %6 1545 % 2 [8] B CKAK P B AIK o £ — LB S J7 S, BT ik MR FE R 32 49 JA i Firik v 97 Ja B
A 2EDZ)13.1% K CKKFREAR o AE— S8 S2 7 FeH, Brid MATE B 32 49 I BT ik ia 97 e A
ATEL3.1% 563.0% Z (B BTE15% 565 % 8] [} CKAK PR o 72— 2ot 7 S, prik A
RAE RS2 A9 IR YT fa B A 7538.9% 563 . 0% 2 [A] I CK/K P F& A

[0291]  LOPDH 53— AEWbm 1 /2 % %0 b DU B , FLAE S B2 DU B0 588 1 BRVBURT I 25 v T
51 o ] 260 M DU B AT UAE D PR B LB DU AR (Hex4) 7K-F 2RI & , PR Hex 42 W5 J5= 16 43 fife
Yo R, PRHe x4 78 4 B J5L i A7 1 AE 0Asac -

[0292]  7E—Lesii J7 S, B AEIR YT R € FF B2 [R] 5 I, Bk AR R He x4 7K~ %
K& 4L MMEH AI4E— :5mmol/mol .6mmol/mol7mmol/mol8mmol/mol.9mmol/mol .
10mmol/mol.11mmol/mol.12mmol/mol+13mmol/mol+14mmol/mol.15mmol/mol+20mmol/mol-
25mmol,/mol30mmol/mol.35mmol/mol.40mmol/mol&50mmol /mol . 7E—LLsLjiti /7 =, ¥ 7E
VBT 78 R SIS A S5 D0 B, Bl AR 1R PR He x 47K~ B IG £ LA R B A B9 4F — A : Smmo 1/
mol.6mmol/mol.7mmol/mol.8mmol/mol.9mmol/mol10mmol/mol.11mmol/mol+12mmol/mol-
13mmol/mol.14mmol/mol.15mmol/mol+20mmol/mol25mmol/mol.30mmol/mol+35mmol/mol -
40mmo1/mo18%50mmol/mol , FHEIX LeAE 2 [A] FAE AR BRG] o 7E —LL St 77 2P, MR T
R 8 FRE AT B S5 MBI, AR T BE R, T idk JRHe x47K TR AR A2 /0 2910 % .20 %6 .30 %6 140 %
50%.60% .70% +80% 90 % B % o ££ —LLSC i 7 S, S AEVR YT 58 S5 B2 18] J5 U&= I
FERE T2k, BT ik PR He x4 7K T B ARAN B 2990 %6 .80 % . 70% 60 % .50%6 .40 % .30 % .20 %
B 10% o £ — S St 5 S, Brid Hex 47K P B AR A UL MMEH AR —4:10%.20% .30 %
40% 50% .60% 70% 80% 90 % , BLHFIX LB 2 [A] f1 A o] {1 B Y0 Bl o 7 — LS 77 S+
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FEVRIT ZILL B A AT — I 8] J5 U fTid Hex 47K 7 - 14 H 34 A6 A 25 .74 A .84
H 9 H 124 A 255 55 L 104F B FE K [a] , B 453X L 2 (] (P ATl {E BV e

[0293]  #F—HEsjti T R, Frid MAAE RS2 ik 697 J5 (B, 7E BT iR ¥6 97 1 5549 JE i)
HA & /D #153.90% 1) JRHEXA7K - FRAK o 75 — 2L SLit 77 R b, Frid MATE 22 ik iR )T 5
(il , 7E PR 697 1 5549 Fa ) A 5 F R w6 B e a7 Ja IS LA LL AR 22 20 2943 .14 %
() FRHEX 47K P FA AR

[0294] 7 —ULsjiti 7 R, BT MATE R Z 49 B Bk 697 J5 B 2 /02943 .1 % B 7E
40% 560 % 2 8] ft) IRHEX47K - B AR o /£ — L8 STt 7 R, iR AR E R 52 49 A B B ik ¥6 97
Ja 2 F /029299 % [ JRHEXA7K P FEAR o 78— L8 STt 7 B, AT IR AMARTE B2 5249 1 AT ik
YBIT I B 7E29.9% 577.9% 2 [A] B #E 30 % 580 % 2 [A] ) JRHEX4 7K P B AR o 75— LL 52 i 5
FE, TR MAAE R A9 A iR Ve 9T I R 1E43.1% 578 % 52940 % 580 % [ ¥ JR
HEX47K P B A

[0295] AR MRIEZEE (alanine aminotransferase) (ALT, AN AL R EF (alanine
transaminase) ) A& & UL A0 L35 B A= M0bnic , A8 R U 3245 s ALT/K SF-7E 855 28 #LOPDFY)
FEE AR TRy o A DL T AL T 93 AR DL /A i -P AL T &=

[0296] 7 —UEsiji 5 e, M AEIR YT R B RE S B) 5 =R, frid MA R A B0
18 I AE— A BIALT/K P& A% : 51U/L.1010/L151U/L.201U/L.251U/L,301U/L.351U/L.
401U/L.4510/L.501U/L.551U/L.601U/L.651U/L.701U/L.751U/L.1001U/L.1251U/L
150TU/LEFE 2 o 7 — L8 77 28 P, A 7EIR YT 8 FR S 8] f5 M &, TR ALTZK PP IR Z)
DL AEH 9 4E—4:510/L.101U/L.151U/L.201U/L.251U/L,301U/L.351U/L.401U/L.451U/
L.501U/L.55I1U/L.601U/L.65IU/L.701U/L.75IU/L.100IU/L.1251U/L\1501U/LEZ 5 % , £,
FEIX AR 2 [A) (R AR AT B BTG ] o AE — S8 St 7 S, AR VR I R 5 RFSEIN [A) J5 U &, DG
TFHLL, FTIRALT/K AR R DAL N EFA L —1:10%20%.30%40% .50 % .60 % -
70%80% 90 % B £ . 7E —LLSL 7 SR, A LE VR YT R S FE LN [R] S5 W = N, AR T
2, IR ALT/K B AR AN B ik 29 LR AE A B AE — 4~ :90% .80% .70 % .60 9% 502 40 % «
30%.20% 5510% o £ — L850t 77 Ze b, IR ALT/K PR AR 2 DL TAE I AE— 1~ :10% .20%
30% .40% .50% 60% 70% +80% 90 % , . HE1X LEAF 2 [A] {4 4] i BV ] o 7E — LL St 7
FHR, FTIRALT/K PR IR IT 2000 N AE A AT — I ] 5 & - 14 B34 H 64 A .25 8.7
A A8 H9 A 124 A 24F B4FE 1047 Bl HE K TR, /A0 453X L8 2 8] 1) AR AT B B3
[0297]  #E—U&sijii 7 R, Frid MATE R Z 49 B Bk 697 J5 B 2 /02937 .4 % B 7
30% 550 % Z [A] JALTZKF-BEAIG o £ — L8 STt 7 =, Frid MR AR 325249 R I Bk v T Ja B
HRDLIIT. 1% KALTK PR ARG 7 — B8t 77 S, IR M AE 825249 A BT ik 697 J5 A
FHIE17.1% 567.0% 2 [A187E15% 570% 2 [ FJALT/K P FRAR o 7E — Lo s 5 B, Frid 4
IRAERESZ A9 R BT iR 1697 I B 7E37.4% 567.0% 2 [A| B 7E 35 % 570 % 2 [A] I ALT /K - F
K.

[0298] RARIRH M (aspartate transaminase) (AST, HFR A K & T L 2 N
(aspartate aminotransferase) B 2R 55t £ FR % 2 ) A2 DE UL s 1) I V5 B AR b i
AR WA B4 s AST/KF 7 B A 48 S LOPDIY £ 25 AR P T 17 o BT DAAEAT AST Ly 03K DA 1 =
AR IR ASTHI &
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[0299] 7R —UEsiji 5 o, MAEIR YT R e RE SR B) 5 =R, frid MA R A B0
18 I AE— A BIAST/K P& A% : 51U/L.1010/L151U/L.201U/L.251U/L,301U/L.351U/L.
401U/L.451U/L.501U/L.551U/L.60IU/L.651U/L.70IU/L.751U/L.1001U/L.125IU/L.
150TU/LEF 2 o 7 — L85 77 S8 P, S AEIR Y7 8 FR S 8] f5 M &, ik AST/K PP IKZ)
DL AEH 9 4E—4:510/L.101U/L.151U/L.201U/L.251U/L,301U/L.351U/L.401U/L.451U/
L.501U/L.55IU/L.601U/L.65IU/L.701U/L.75IU/L-100IU/L.1251U/L\1501U/LEZ 5 % , £,
FHIX AR 2 ) (R AR AT B BTG ] o AE — S8 St 7 S, S AEVR YT R 5 RFS2IN [A) J5 U &2, DG
TFHLL, FTIRAST/K AR R DAL N EFE—1:10%20%.30%40% .50 % .60 % -
70% .80% 90 % B HE 2 o 7 — SESL it 77 R, S LE VR TR E HR SR IN [R] J5 DU BN, ARG T 2
2, T IR ASTIK B AR AN B ik 29 L R AE A B AE —1~:90% .80% . 70% .60 9% 502 40 % «
30% 20% %10 % o 7E— L85 7 2, FTRAST/K FREARZILL R A IAE—1:10%.20% -
30%.40% 50% +60% 70% +80% 90 % , L HF1X LeAE 2 [H] 1) 4T A (B BV il o 76— LE S it 77
FHR, FTIRAST/K PR LR 1R IT 2100 N AE A AT — I ] 5 & Y - 14> H 34N H 64 A L2587
A H8A H 9 A 12 A 24F B4FE 1047 Bl HE KN TR, /A0 453 L8 2 8] [ AR AT B B3
[0300] 7 —U&sijii 7 R, FTiR IMATE R Z 49 B Bk ¥ 97 f5 B 2 /02933 . 3% B 7
25% 540% Z [BIFTAST/K P B AIK o 7 — LSt 77 S, IR M AE 825249 A BT ik ¥6 97 J5 B
H2/D2)25.9% KASTIK PR AK 7 — LSt 77 S, I M AE 825249 A BT ik ¥6 97 J5 B
FH1E25.9% 563.6% 2 [A181E25 % 565 % 2 [H] FIAST/K PR AR o 7E — e s 5 o, Frid 4
IRAERESZ A9 R BT iR 1697 J5 B A 7633 . 3% 566. 3% 2 [A| B 7E 30 % 565 % 2 [A] R AST/K - F
K.

[0301] s P A & B HEUIMRT BT T VRA% 28 P8 DL 09 AN 44 v R 2 0 £7 45 MRT ] AT %8
5 55 PR B 55 LR AR 2 1) B S5 /A P LI, 3 S5l RIS H 8 R DhRe ML =58
Hgh B R i A< . = L 0, Figueroa-Bonaparte SZ AMuscle MRI findings in
childhood/adult onset Pompe disease correlate with muscle function.PLoS
ONE. 2016511 (10) : 0163493 . 7~ 51 14 1t 5 1 A1/ 55 5 B i B IMRT S B 45 (H AR T 2 A M
1 QEH W) 21428 (EEZ R) fiMercuri 4TIV £E0-100% &£ )3 s.Dixon fig i
I3 BN K AT A A BEATBIRE IE A T27K o 7E — S8 St 77 S, BT idk B B IMR T2 76 ik A~
(R VY S LA BEAT o £E — SESETt 77 R R, il i % IMR T 76 Bk Ak ) AR 2 L b gk AT o
[0302]  7E—2Lsijti /7 R, ARAE B RS L IR R MRD) , Frid MALE Tk 697 d 2 4 B
HraE M MercurifG sy MercurifF4r R4 LU N AT 0L : L& IR AN 22 R 2 R 32
52 B4R R AEE RN L (B an, VYKL BE R  Mercur i 75953 55 B iR 41 21
AR R A A 5% 7 — B85t 7 = vh , FridMercur 17520 MR A AT iR AN A ) /N R ) B % MR T
KA E o AE— LSt T =, FridMercurifS 70 MR 48 BT iR A4 (1) KRR ) B B IMR TR 5E - 7
— S T e, FridMercurif3 40 EVR T I AR AL 10%6 5% .2%6 . 1% .0.5% 5L
B RS 7 R rp, TR IR T IR R e B D L0 14 L 24F (34F JA4E (4. 54 SR EUE KN
[ I AE—

[0303]  7F—Lbsijifi 7y R, AR 4 B SR WIMR TG , BT AT prid 697 i fe v B Fa e 1)
T27K o fE— 2L 5l /5 ZE 1, TR T2 /K AT B IE o 75— 2L 5 il 75 e , BTk T2 /K 3% A #E17B1
R IE 0 T AT BIAR IR B T27K , S8 {E AT LA E R T 2939ms o £E — LE St 77 22, BTk T2
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K AR BT IR AN A 7N R P B B ULMR T o £ — Y St 7 6 7R, TR T20K 2 MR 418 il AN A i K
TR %) B B MR T o 7 — S8 52 75 2 b, PR IR T2 7K ZE VA 9T 1 R th AN S A 8510 % . 5% . 2% -
1% .0.5% B¢ /b 7E —SE STt 7 Z 9, FriR G I7 (IS R 2 B8 /D 20 14F L 24F (34F (44F (4. 54 |
SAF B K ] HR AT — A

[0304]  7F—ubsiifi 5 A, iR BEUIMR TR , Frid AMATE ATk v 7 ik fE P BB e 1
35D xonflg i 43 F . AT LL4r BT oK H 3 #iDi xon & EMRTH A B UL e BT & /1% 2, Tl
EE T UIIAL (TIW) P 5 5 v A b A I UL P g I 2 90 ) 3R A A o B — SR S it 7 v, T 3
Dixonflg i 3 BURAE0-100% [ 3 b o 7F— s 5 S, BTk 3 A0 xon iR Bl 43 BUR 95 Bt
AN ZIN B ) B B IMR TR A 72 o 7E— LS 5 S8 HR 5 BT I 3 5D xon it 17 3 B AR 41 Frid A4~
AT O TR P B B IMR TR A 58 o 75— L85t 7 7R, BITid 3 s Dixon g 7 73 BUAE 16 7 I R A
AALEIE10% 5% .2% 1% 0. 5% B B /b 7F — 285t 7 2 b, Bk v Mk 2 2 2 /0 2491
T L24F 3AF VASE (4 BAF SR B ARG ] AT — A

[0305]  7F—teszjii /7 S, SR AL {4 AT LOPD I A AN () LI 1 7 32 , BT ik 5 vk A 3%
[va] BT A4 it 60 5 AR SCRITR FAT — P b - GAAZR &4 (il , 5T -3 T 1T, B8 3 PO 6 b
Figa) A2 b 252 AR B 29 G4, ool B ik 290 20 6 W) LA 29 20mg / kg 1D 771 = it
F o AE— 25 7 S AR B B LRGSR R VIRT) , Frid MR AE Bk v T7 i A2 R B Fa
5 [fIMercurifd 43 3 s5Dixon g i 73 H0F /B AT SO AT BIRR IE I T2 /K o AR SRk 714 5
A RAF FBR A A2 ZEA AR O o AE — R85t 7 2, St —Fhia o7 A A4 B LOPDI 75 i% , B
7 AL FE 1) BT AN A F 25 A S, BT 25 0 28 WL AR ST IR [P AT — Fh S - GAA
e Wlhn, T - 2T TTEE L A F R ) FI2 2% bl Bz i 8k, A B B A &
YILL£920mg / kg 175 & it , 3 5L A BT A4 5 A ol B ) 397 ik ) 1 0T P ok S - £ 1 o 8%
E I B PP (ADA) 7K o ADART LLA St 24 9 G S5 4 - 2 11 R 4% & W T i ik ADA LA
25 e R 77, ¢ HLIR UL nT CLZERE &5 A7 (BRT) Hh 230K

[0306]  7F UL 5 R, AR ST IR T v I BRG] & BT iR 25 WA A W) o AE — RSt T R
H, BTk 2520 A 2 DT e 1 i EE AL ) o 7 — SRSt R, TR 25 A A AL &5
BT i S 0% - B 1 RS 0 R T ) E A

[0307] 7 —LLsTiti 7 EH , FEAEASCRTIR BT — P HE -GAAZE &4 (il , X T - 5T 1T, B3
SCTLEIBE R «) 75 & H T T7 8 75 2 AR I LOPDI 259 (1) FHI& - 75— LS
Fp RS A SCHTIR AT — P RS -GAAZS A (B, R T- 3R I T, s RO AT B ) 1
G, T IRIT A & ZR AAMEH HILOPD.,

[0308]  m] DA A SC i i 25 W 4 G W Ik A B 2 — b G A it P A2 e FH 2 N BT i
L A IR A T ) ) B 2 205mg / kg B £940mg kg , FLFE LI LA R AE R AT — > 25,1015,
202530355k 40mg/ kg , EL45 1% LeAE 2 [6] (1) AT o] {E B el o 76— 2852 77 S, B ATk 259
AL Z120meg / ke i 7515 it FH o

[0309] AT DAKEA TR 25 W40 A W0 LA 38 1A AT R Rt 5 s A0 248 A 95 491 a4 R 7 K
B JA— IR BREP R IR B = IR IR A eSS IR A S )
TP JH— Uit AN

[0310] g7 W 15 11 24 0 40 & W it FH 22 /A mT DA DB 7)o B DA o 50 it FH Sk 8R4 o 4 2
AJ LA AR ST ik 25 0 20 & W g o0 AR R 29491 1023456789810/ NN A B £20mg /
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kg VA B 1) 751 2 3 3o Pk PN e e P o 78— S S R, i FH O 2 0] DA LA W mg / kg /h I
U, SR G A R ST R X IR i S8 R A 2 1 2 S A 3043 8P 3 i an2mg /ke /h , HL 451
Tmg/kg/hi) e KAH »

[0311] AT LLKG A SC T IR 24 W0 e & WA S ) 18] B P i FH 22 AN, B ik 4 B[] B3 B 455 451
WL, FEF AR 13834 B 258 .64 H 74 5.8 A37H .90 A.104 A,
11 HVA9 124 H V24 (34 VA 5HE 65 JTHE W 8HE VOE L 104E L 124 L 154F L 204 L 254F |
3O4F Bl B KN [A] , A F5 3 B 2 [8] AT AT {EL B Y e

[0312] A, BREREA

[0313] g Dl (1B AR N R 22 2 W IS5 = SR BAE Ji 02 AR5 (GSD) TT78Y) S i v g AR e 1k -
BRI IS (GAA) (— Fh % b il R ) 1) 5 = 512 11 2 DL 5 % 8 AR B 1k 38 A5 95 (= ILOMIM
232300) o B8 D13 73 S B2 LA R AR (R T8 XA e B 20 o 48 3R B2 LA R AR 1) 2 DL
(TOPD) HJHRFAIE 2 LEAN IR YT BB L N 75— % Hi 3058 - W 2 84 g DU (LOPD) B A 58 5 A8 1
o

(03141 [Su] Ry A ibra 75 A ¥ 12 1l 73 B AH N R 1tk o - SRR EF BB (rhGAA) |, BT DA KSR B4R
7% (ERT) F 9697 CAIESTi2 W G T DU (1) 5838 10 D2 DU o 255 T o] 28 B g o R K 22 LI
A BRI MLAF T A ALE AR5 S Th Ak, DA R AR S8 il e s 1) ) L B8 ARl A Hh 3% 12 3))
PR RS 2 NI Th RS I RE 70, B R B o iR T O 7R e ER L E (R 4 MY OZYME® Al
LUMIZYME®) HT¥697 B D o« 8 rhGAATR] I, (EZE B U178 o AT A7 A8 1 A Tk 2 1 7
3K o A B SZ PR AT A HAR BB 5 5 IR B DA D 28 /0 0 2 el T 8 B T g o b - H R - 6-
B IR (BL-M6P) () AH XIS K ~F- BT 5o 38 imBo] 38 0% 7 il b X0 -M6P ) 7K ~F- 7] DA it R B 4 Y 22
B . ks AELOPD 5 T ) 45 SR B ML o

[0315]  ASCHTIR 5 vEE & T VA IT A LOPDI AAMA 78— e 5 &b, BT AMATE &
D218 % RISl 12 Wt S LOPDEG R 7 B DL I 5 —RiIR o 72— LE St 77 8+, B M
78 /D ZLL T R AT — AN AE RS B 12 W7 B LOPDER 7 8 DU ) 46 — Rtk : 20.25.30. 35
40.45.50.55.60.65.70.75.80 % B 5 K o 7 —LL STt 5 R, BT i AMARTEZI LA R AT —
AR AR RS B2 T BB LOPDEG R 7 I DL 1) 28— iEHR : 20.25.30.35.40.45.50.55.60.65
70.755480 % , B IX LeAE 2 [A] (1AL AT (E B o 7 — Le sl 5 e, T MATEL18 % &
2945 % [1 4 W 4% 12 W BB A LOPDE R 7 8 TR 1) 38 — MR o 76— Lo s 5 B, Frid M4 TE
AN 2918 %5 [ A 0 4 12 W SE A LOPDER R 7 DL I 56 — IR o 72— Lo st 75 R, Bk
AMEAELILL T R AT — AN AR R B 12 W7 B LOPDER o 8 DU K 46— RER : 17,1615, 14
13.12.11.10.9.8.7.6.5.4.3. 2841 % , CLFFH X Lo {H 2 [6] A AT AT (B AN

[0316] 7 —LLSLiti 7 Z 4, Bk M B ok B AR ZH ORI, an iy (9, - i 3¢ L 44k,
IR E 40 B JUTLPA 35 G R0 Bz B T K ) 0 3F S GAAR 5 = i o 7E — L8 Sz it 7 & vy, Finik ANk
H AL 210 A AT — A B GAARE S P ¢ 1B GAABETE 180 % . 70% .60% .50 % «
40% .30% 20% 10 % B 5 /b  FE— B St 77 Z2 b, iR M B TR GAARR IS PE 491 % -
40% o fE— LSzt 7 R, frik ME B E /D24 EAIE SZCAATE R AR 32 4 A 1k, B & ik
TGAAREA T2 T 200N RAE . 2 WU, Raben N,Nichols RC,Boerkoel CZ8 AGenetic
defects in patients with glycogenosis type II(acid maltase deficiency)Muscle

Nerve.1995;3 (B4F]) :S70-S74, 0] DA A s A (1 2 50 07 1A DI GAA SR R AR 4, Firik £ 1
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77 VAL FE A5 A DNA 5 FIRT - PCR.,

[0317] 7 —L&STit 7 =9, BTk AN S D DURE S 1t Co I AR K o 78— L8 S it 7 S8, Pl
RARAE S AR EA WU A — LS e, TR AMETE S Wi R A DR I
— LB g R, BT NMATE S Wi A BB O I 1 K £ — BB St R, FTiRAMATE 2
I A SR R K I A — STt T B, iR AR LE S W) AR B U

[0318]  7E—uEsiji 5 1, Frid MAR B /D3 % fE— s 5 9, Frid MA R 18 % 5.
FEARER A —SE ST T B, TR MA LT S B R 16 W B F 2 IS EF R 145
BEER VI3S R 120 HEFR NS BEFR N0 EEER 9P EFR 8%
B AR TR B 42 .6 5 B AR (B S B AR 4 0 B AR R V3 0 B B AR R AR e
Jiti 7 R, TR ANMA S L4135 A8 % A — S s 5 b, i MA K T 18 % o 7F — L5 i
J &, iR A2 2 D2 PL A A AR —4:20.25.30.35.40.45.50.55.60.65.70.75
80 % B B K o 7E— LSt 7 R, Frid M2 2L NEH E—1~:20.25.30.35.40.45,
50.55.60.65.70.758¢80 %/ , CLFEHIX Le{f 2 [8] (AT An] {E B Ve ] o 7F — L8 STt 7 R, firid
g B/ D245 % AR — ST R, iR MA R QUL FEH B4 —4:18-35.35-45.45-
55.55-65.65-80.18-30.30-40.40-50.50-60.60-70.70-80.18-45.20-35.35-55.45-80.
18-50.50-80818-80% . f£— L5t /7 R , i MA S 2118 B 445 % o fF — EE L it 77 &
R AMAES 554 .5 5104 .38 5104 35124 . 125184 835184 2 ],

[0319] 7R —uEsijfi 5 1, ik MAC E 852 2 /064 A B GAA TR TT - £ —Le sk
Jiti 7 e T MR T & 8252 22 /0 29 DL N B H AT — B 8] 1 B ZHGAARTYR YT - 84 H . 104
H A 20F 35 VASE V54 L L0AF B R K 1], G35 1% L8 4E 2 8] {1 AT ] (B 5 ) o 7 G Ath S it
J5 e, BT N i AR 2 52k H B GAA YR TT o s 491 E 2H GAA G35 {E ANBIR -] 6 4 7 Il
o 7 AERT T FEE e (reveglucosidase alfa,BioMarin) FIATB200 (Amicus) »

[0320]  #E—LLsTjiti 7 =9, BTk AMARTE F BT IR EAHGAAYR YT 5 mon i R 3R , o Brid i
REEIR BT PPAL I H DL R — AN A S HCR € PR DhRE I8 S RE A0 T S 5. 1
— SRSt g S H, BT NG B B ZH GAAT VR 97 B A IR SR R I PR BT o YR B FE I R S 82 7T LA
I VEAL R Th e 18 B4 AR B0 T S ECR B 2 IR DI RE 128 B B R/ B0 IS E T LA
L LR R VEAY : s & (FV) PRdtis s Dy ik 6 73 o847 M (6MWT) e R U
71 (MIP) < KRS J3 MEP) e FREM 777 (HHD) 130 20 25 VB M 11 JR B VR R A
T (GSGC) ThReRE /11543 KL KAZ 3 T e il £ - 88 (GMFM-88) /Bl A FHF IR S ¥

[0321]  FE—LBsjifi /7 E , Bk MR A 921253 e 1ILOPD

[0322] 7R —uEsja 5 e, FERTIR VR TT Z B, Tl MR R A 230 % 2 2985 % 1) B 3 & 34
BTFVC Y6 o fE— LSt 77 R H , fE TR VA IT Z 1T, ik MA R A LM EH BT — /M B AL
BHFFVC% :30% 435% +40% 45 % . 50% 55 % +60% 65% 70% 75% 80% 85 % , L FFIX
SE AR 2 ) (R AR ARTAEL BTG ] o AE — SU St 7 S, FEFTIR VR IT W, Frid Mk B =040
1B 1 RAT — AN R B AL 2 A IFFVC % :30% 35 % 40 %6 . 45% .50 % 55 % 60% .65 % .70 % -
75% \80% BB £  fE— UL 7 S H, TERTIR G YT Z T, BT MA B A E30% 540% 2 [8] |
7£40% 550% 2 [8] . ££50 % 585 %  [A] 8 £E30 %6 550 %6 Z [B] i) AL LN FVC % .

[0323] 7R —UEsiji 5, TEFTIR VAT Z /T 5 BT IR AR B8 98 76 A 58 10 A AT 7E Bl Bh )
S OL AT E 2D Z540K A8 — B8 STt T =, FE PR VR ST 21T, Fid AN RE S FEANE 1R

64



CN 115916245 A W OB P 56/89 T

WAEAT E H B AE O S AT AL LL N EAH I 4E—4:45.50.55.60.65.70.75.80.85.90.
95.100.125.150,175.200. 250K 8 5H 2 K , 0,45 73X L E 2 [A] B AT ArT B AN [ o 7F — 5
Jit 77 S TERTIR R IT Z /T, IR MR RE W /A 1L A A AT & H B 1 N 47 E40m 5
50m [H]

[0324]  B. W - KA

[0325]  ARSC AT IR 5 A8 FH SN - B 1 R A4 (R SCHR AR “SEREGAAZR &407) , Hofl
FEHE GAA (BRR AR - M) UL OB ik %ﬁ%%Lwﬂww%m%ﬁEMMb%
Bk AR — RS T S, TR R 2 R OO 7RSS T B, BT IR M A AN
T BE -6- TR (M6P) o 7£ — L8 SLjiti 7 R, il ZE0E -l B R &M HE A AL NMEH T —
A :2.4.6.8.10.12.14.16. 18205 58 2 4NM6P , 353X L4 2 [8] ) (] {1 55,75 BB o 76— e s
7 =, BT IR S - 2R R AW BRI ME T B a (avalglucosidase alfa) o

[0326]  FE—SesTjify S, ACHER IR FEHE-ER AW, HEE (D GAAEHR. 2 F
PEFN (3) 2 AITIRGAAZE [ 5 ik S0 1) 5 3 4]

[0327]  fE—Lbsujfi /7 E 0, Bk SE0E - B A RS R A (D 251

OPOz>
OH
-0

H

[0328] OH

HO
HO
H
&A o
HO
°~L1-GAA
—1n (I),

[0329]  HrpGAARZIRVEa-HINEH I , L2 BRIk T 5 iR GAARI A 74k , IF Hnag 1 22
lmf—%%%ﬁm¢mmhf—%%ﬁﬁm*mmhf—%%mﬁm¢mm&f—%%
Jiti 75 R noR 4 o E B ST T B, A5 o E RSt T R, n 26 . 7E — LSl T R, n
FeT o fE— e 7 R, nag 8o AE U 77 2, nad 9o fE MU 77 FH , nd 10 7E — 28
ST R R 1.2.3.4.5.6.7.8809. 7FE — L5 B, n A BT 2.3.4.5.6.7.8.9
510 7E— St 7 =, nik [ DL R YEE:1-2.2-3.3-4.4-5.5-6.6-7.7-8.8-9.9-10.1-3.
3-5.5-7.7-9.1-4.4-7.7-10.1-5.5-10.2-10.3-9.4-8.2-9.3-8.4-7.5-8.5-9.5-10.4-7.
3-T-2-THI1-T . 7E— L5t 7 2, nAE5-9,

[0330] 7S )y b, Ik bk - SR E A & A A L (TD 454 -
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OPOZ*
OH
Pe)
HO
&g
HO (o]
-0
HO
HO
o] Jo Xy
-0 OH
HO -0
HO HO
HO
HO 0 o
HO @
h &/
HO N—CH—7—
o] O\L'—o/ G
— —In 1),

[0332]  FHAGAAZRMEa-HIHE L AE, L Rt 83k, F Hn @ 1 210 7 — 250t 5 7 ,n
Fe L AE— S 7 R, nsg 2 fE—2ES T B nag 3o AE — L8 STt 7 R nagd . fE— 4k
STt T 2 At 5 AE BB S T R, nSE 6. A — SE STl R, AR T A BB S T =R,
nE8. fE— S T R, nAE 9 FE —EE S 7 B, nAg 10 7E— R8s 7 B, nag B0
2.3.4.5.6.7.8849. fE — &5t 77 EH , n A I 2.3.4.5.6.7.8.98 10 7E— L& it 77 5
ik EH LR a1 1-2.2-3.3-4.4-5.5-6.6-7.7-8.8-9.9-10.1-3.3-5.5-7.7-9.1-4.4-
7.7-10.1-5.5-10.2-10.3-9.4-8.2-9.3-8.4-7.5-8.5-9.5-10.4-7.3-7.2-THI1 -7 f£ — L&
ST R, nA5-9.

[0333] f~%i%ﬁ?¢fﬁﬁ%ﬁ EHREAMEAX TID M4

OPO4Z

OH
-0
HO
0

OH o
[0334] | . » on
HO HO
Ho
o o}
OH

HO = o N N—cH——GAA

o N~ o

m H P

— ’ —lr T,
[0335]  JLHGAAR MR Mo - FIHE T, ns2 15210, 3¢ HmAlpSh a7 Hhidk B YR N1 2 10/ B4
TE— STt 7 R, nd 1o 7E— STt 7 R, nA2 2 7E — LSt 7 R, nA 3 7E — LE S i
FTEF 4 A — ST T =, ng 5 fE— S T =, nA2 6. 7E— S STt T =P, ngd
T AE St 77 S, &8 AE — B8 STt )T ZH , A2 9 FE — 2L SLHt 7 R, nag 106 fE— 485k
Jit 7 S nAE B0 1.2.3.4.5.6. 78849, 7E — L5l R, n AN 2.3.4.5.6.7.8.98L
10 fE—LLs i 7 22, nie [ LA Py :1-2.2-3.3-4.4-5.5-6.6-7.7-8.8-9.9-10.1-3.3-
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5.5-7.7-9.1-4.4-7.7-10.1-5.5-10.2-10.3-9.4-8.2-9.3-8.4-7.5-8.5-9.5-10.4-7.3-
T\ 2-THNL -7 AE—SES i 7 ZEHH ,n & 5-9. fE— BTt 7 R ,m2&1.2.3.4.5.6.7.85( 95k
10 7E— B85 i 77 P, pF&1.2.3.4.5.6.7.8. 98010, 7 — L4525 & b, mAl p b 37 ik |5
ML YO FE B % 1-4.4-8.8-10.2-4.2-6.2-8.2-10.1-3.3-6.6-9F14- 10, £ — L5z
it 77 s mANp R Mk F VS 9 1 2 5 A A — e S T B, m2 1.2.3.4885, I Hop
FE1.2.3 4805 fE— 2L 77 B, mag 1. 2843, 3 Hpsg 1. 2843 £ — 250t 77 2, mag 5,
H HpAElo fE— L5 7 B, m@&49F Hpfe 1 78— 250t 5 9, mi@ 39 Hpig 1. fE—Lesy
Jiti 77 R mig 23F Hop A Lo fE— st 7 R, m 1 Hopsg 1o 78— 288t 7 R rp , mAN ik
5, Hp A3 . 75— 2o st 77 b, mAN L4, 7 Hp ANk 2 78— L5 77 b, m AN
i3, 3 Hp AN 1 fE— sy R, m2 201, 3 Hpsgt /01 78— 285 7 b, mig
/02,3 Hpt /01 AE— 287 Zrh  mg 203, I Hp /01,

[0336]  fE—uesizifi y B, AN ERE - E ARG A Blan, X (D) L (1D 8 1D WA
W) R R A AR R 22- 20 7R — SRSl 7 B, AN NE - B RS ) R R AL 1A
FIEE/22.4.6.8.10.12. 1416 188520, 7F —LE St 7 R , 45N 5L 08 - B 3 4R & v 1
TR IE A B 2 5 /02.4.6.8.10.12.14. 16, 188820 7F — L6 52t 5 b , S¢S B - SR 1 R
AT R B R A 2.4.6.8.10.12.14.16. 188520 £E — Lo i 5 =, |4
FER-ER RSV R E Ak E LTI ERIR 5% 2-4.4-6.6-8.8-10,10-12,
12-14.14-16.16-18.18-20.2-6.6-10.10-14.14-18.2-8.8-14,14-20.2-10.10-20.4-20.
6-18.8-16.4-18.6-16.8-14.10-16.10-18.10-20.8-14.6-14.4-14F12- 14,

[0337]  fE—dbsizjiti Jy b, Frid 0 - 2R A R 2 A W2 L RL A EE Ba (avalglucosidase
alfa) o & BLATHE LR B o U 7% yneoGAABRGZ402666 . % L4 Bl T B o N GAATK ZEREAE 1 1) T
X HAFZANNH B, iR 7S H 8208 450 56 5 PR GAAZ & 19 AN R ity H- 23 4 -
6-fifiz (M6P) #5742 W.Zhou Q.% A\ ,Bioconjugate Chem.2011;22:741-751. 3 FLA BELF
g[S FE R 7R 1 5 B 38 0 T g e RE LG 1 BOUL AN PR B ) 15 A5 3G 0 2 I Zhou Q. 55 A
Bioconjugate Chem.2013;24:2025-2035. 47 VR /INRA A DL 2 — A B T
INF, 3 D0 B B ok i SR PR AR T 5 3R AT R S O T AU E .2 W Zhu Y. SN
Mol.Ther.2009;17 (6) :954-63,

[0338] il & A SCHT IR 1) B2 - 2R 1 L ZR A WO T VA R ARSI R 2 AT o 2 L o, US
7723296.W0 2008/089403F1W0 2010/075010 , K5 ik B i il d 51 F LA HL B4 A A ST o
[0339] P ik SEHE AT LA R SR SRR 70 25, B0 vT DLE i A 2 B 5 BSR4 o AR SR SRR
53 B I SERE AT DL [F] 5 ) 53 T LA AH O SERE I S o PV & ) o A2 — SU St 7 = v, AT LA
TR0 AR IR 3 B8 ) SERE R AT A0 7 BB AR T R ) 2% TR (““PE ) o fE— STt T 6
o, BT SR 1T DL B R AR AR SRR I AL 22 25 M1 5 TR

[0340]  GAAH A 23 H0 1 (Z Lt ,Martiniuk® N ,Proc.Natl.Acad.Sci.USA83:
9641-9644 (1986) ;HoefslootZE A\ ,Biochem.J.272:493-497 (1990) ;MorelandZ A,
J.Biol.Chem.280:6780-6791 (2005) it 2 W.GenBank & 3% 5 NM_000152., AT IRGAAR] L) J2& HY
A= TUGAABRIL 7 F1I AR 1k

[0341] BT IRGAAT] DA MK AR KRB DA H 20 757 3R1F o 7 — LSt 77 R H , BT IR GAAE B
o 7E— L2 5Tt 7 R H , BT GAA R 7E A B & i R 5 (CHO) 2 7= A= 1 N GAA o 7F — L8 ST it
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T EH, TR NGAARL A i B a . 75— 50 77 R, TR GAAEL A & /b — AN R[] . 9 4
HAZ /DA EEE ] ) GAART DLd i FH AR A4 AR N 3 B B AT AT = B A GAASK IR 15
1E— sy &b, N, B 20— N AL A R GAA T DL I s AR £ (19 4, s R
) B AU A AGBE A AL GAA K SR AR  AE — et 7 R, B 2 /b — AN R T B GAAT] A
53 Ji ity FH PR3 s A S A (gt R Tk i 2 2 AR RO R R IR e B )
REAL I RS2 R A, AP AR SERE -GAAZR A o 7 — S8 St 77 S b, K5 BT GAA FH 291,23
4.5.7.5.108%22 . SmMpE B R 3h A Ak o 70— L5t 77 v, 4 BT R GAATE /& LA AE Ak BT iR GAAT
SRV I 10 Ve P e i LA 7 v AR R SR A B R () 2% 1 N AT AL o 7 — SR S i
5, B AR SRR /N T 292 3 4B 5mM . 75 — e S 5 R, BT IR o AR £ 2 v
5o

[0342]  m] DA FHDRE AITid SEAE 5 FTIRGAATR A 2R A 1 HoAth v o fE — BB St 5 6P, BTk 55
- B A R A S 5 N M R ) S S A R R SR R GAA R (A
SRR i) 24 1 o AE — e ST S, BT SE0E - B 1 R4S ) e i e A B U S R ) S
5B & /DA FRIEMIGAA S BRIl 1)

[0343]  7E—2esjify S, n] LAS BT SERE 5 BT iR GAAZE 1 I 202 R (n~F I 1 IR B 2
M) 25 -

[0344]  7E—2Lsjii 7y e, vl DAfS Fr ik ZE 0% 5 B iR GAA R SRBEZ & o 78— He st 7
Hh, i DU BT I S0 5 SRR T e Y R R R R o R LA St Ty S, AT LU T IR S 5 R
Wi H S 0E A RE LA B R TR A 0 T AL SR A, v DA S FH
TR T A EE B £ 1 DL 25 R e R e ik , S8 5 P FLBE SR AL B AL 3, 2 )5 5 BT IR B B
[0345] 54, Firidk S0 - 5 A AR A T LB ] 470 T (RS FI 0, B VBB R IR L 2
) F1/B I NE A R AT E A A S BN LA IS0 e Re B R B RS TSI
B A6 B0 5 v R AT B o 1, B A D — AR B RE SR [ R DB A G e
Rk (B an, s IRER ) Bl 21 FLPE S AL B S A 2 E B R IR1G 78 3 — M1, BRI 2 A
ADEEHEHAEEY B BEBEAEBNRERGEKRIN, WH@VangF N,
Proc.Natl.Acad.Sci.USA 100:56-61 (2003) HhfTik . it 2 W41 4n , 56 [ % F) 5 i A A 5
2006/0228348, HoAhid ¥ I HEREB SI N B EE Y.

[0346] 75 HELL STt 77 27, FTidk 77 20 B i J5st 70N o 28 Pl i S 0 - B 1 RS - Pl
R I JFE A AT DA A ST B AR 573 2 R0 AT RT3 R 701, 3] an s S i A A BN el = 2, ok A S 1
AN (STAB) .

[0347]  fEELL ST 7 A, 7RG E BRI B B 1 5 SR AR A mT LA FH % b 2 1 v ok 25
B o fE— ANt 7 R, v LR B K AH ELAE FH i (HIC) <HICHE [ 49704 T F2650C A0
650M. 4 3£650C A FL6FF Capto ¥ Jt MlCaptoA 4t . 7E HAh St 7 R vp , BEY W LLE L &
J& 2 A g (WA VR B EIOR) Sk Bk AR — NSt R, T DAL & 5 e A X B
TR AT P AR A

[0348]  7E—ubsijif /7 rp, LA 5 — OB FE A I A R S R AR E I A
= (V) 544 :

il
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OPO,?
OH
4 ;|
HO
HO
HO 0
-0
HO

HO

OPO,*
[0349] OH o)
- OH
HO _0
HO HO
HO
HO 0 s
- (o}
HOHO OH
S HO N ' /o\
L NHz (1V),

[0350]  H AL Eibizk.
[0351]  FE—sbsijifi 7 b, 2 (T11) i SRR 2K (V) Y B2 HE -

OPOz%
OH
-0
HO
HO
HO o)
-0
HO
HO
OPO,Z
OH o
[0352] 0 i
HO -0
HO HO
HO
HO o]
-0 o
HO - 0
" - N NH
) HO o) s s 2
N p O
m H
0 V),

[0353]  JrpmAllp it 7 b ik 5 Y Bl N1 22 100 840  7E — S8 STt 77 e, mig 1.2.3.4.5.6.
7.8.95010. fE — S 7 =, pFe1.2.3.4.5.6.7.8.98010 £ — L85z jifi 7 &b, pie & /b
1.2.3.4.5.6.7.8.9810. 7£— &5 77 Z2 v, mAl p S 37 bz 5 A DL T Yo de 438 1) 2 4 1 -
4.4-8.8-10.2-4.2-6.2-8.2-10.1-3.3-6.6-9F14- 10, 7F — L85 J5 & o , m Al p 57 Hbide 5
VO YL 5 R A S T B, mE1.2.3.4865, 3 Hpfe1.2.3. 4805, 7E — LB S i
HEF, mZ 1283, HF HpR 1. 2803 £ — L5t 7 R, mAg5, H Hpid 1. 75— L ST 7 &
H L mAE 4 Hpfelo fE— s 7 R, mig 33 Hp &l fE— sy Zh ,mZ& 2 Hpsl.
FE—Le S50t 77 E o, mat 1 Hopsg 1o fE— 288t S, m AN 5, 3 Hop At 3. 75— Lesi
Jit 7 G, mAN R4, Hp AN I 2 78— LSl 7 E A, m AN IS 3, HF Hp AT 1. 7R — Lk
SR 2 E DL HF Hpd 21 fE— sty R mig /02, 7 Hpe &2 /01 . 76—
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Be st 7 P mag 203, I Hpa 2 /0 1,

[0354] LR ALECHI A5 G, FAL S AR SCHTIR AT — M SERE -GAAZL &4 (B 4n , =X
I-3TITT, B LA RS H o) o 7E— LB ST 22 rh , BT I JC 1] ot A2 R - TC 1) i o 76— S8 St 7
ZEHp, BT IR FE 1) 2 T R R o AR — S R, BT IR 22 6 0 e DT I R T T )
i LA 1) o IR PR AR ST BT AT 1) i AN 25 0 2 A0 F 196 7 LOPDI J7 2 R0 &

[0355]  #E—usijifi fy Ze 1 , BT FC il i 0 75« () AR SCRTIR AT — Fh S0 - GAAZR &4 (6]
i, RI-ITT, SO LA B ) 5 DA (b) H #R I o 7 — S8 STt 7 S+, B IC il o 0, 2
2% ), WA R o 7F — LE St 7 b, BT IR BC ) W OB & — Bhal 2 Rpa e 7, dnH = R 5k
WL o 7E— Lo Sl 2R, BT IR IC i ot 3 75 SR THT Vs M 7], an 5 Ll B 490 2, 581 L AL
680 7F — e 5 it F5 22 HH , BTt FC. o) it 2 4 T IEC 1l o o 76— L8 i e 5 8, Pt T )t 2 T
VR 7R — L8 St 7 R H , FiR 250 20 64 AR T Te 1) o EE AT o

[0356] 7 —LLsTjiti y ZH , TR A WAL« () R SCHTIR AT — PP SE0E -GAAZL &4
(g 4n, T -2RT 1T, B3 LA E ) 5 (b) T EERE; (o) K2R s LA L (d) G2 i), dnéH 21K
FE— S STt 7 SR, Firad 245 W 40 & W ad 0, 2 ST 1 ), SR A I 461 40 5L A
80, 7F — et 77 R rh , AT ik Z5W 40 A W0 MR T HC il b EE AL

[0357]  #E—LEsTjiti y EH, FriR A WAL : () RSCHTIR AT — PP SEHE -GAAZL &4
(fltn, XT-ITT, s LA RS H ) 5 () HEREE; (o) H2ER ; DL (d) HZ R  7E— oSt
T EH, TR E L Fr: (o) AR ST AT — Fh S0 - GAAZR &4 (i 4n , =T - 5T 1T, 5.
Y RHIPEH ) 5 (b) HEEEE; (o) HEER; (d) AR ; UL K (o) T L ALEEES (U, 111 4w
FE80) o £ — LSt /5 R Hh , AT 23940 & ) 2 IR T il b EE A

[0358]  BRAE A TEAR, SR SCHTIA R G 7y LRk R i b 7R 5 L W -GAAS &
W B8 A P R TR 7 7 R T T 1) s R 9 BB, P R B FE R T 2w (R, 7 0T R e 1
H) BYC7E HEAA BT IR R T ) 2 S TR S AR R E o R T BC R B pHAE R FR AR R T 2 T
(RA, 75 AT R Be il i ) B07E B AR TR i 2 Je 205 4 B pHe

[0359] 7R —uksiji 5 e, BT 294 G EE 291 % B 295 % (1 H 28 1, B H6 6 an £ LA
TNEF AR AN HBERE:1%.1.5%.2%.2.5%.3%.3.5% 4% .4.5% 8%5% , A 3Fix L&
(B 2 B AT A (B BRG] o 7 — L8 STl 5 B, BT iR 2920 6 0 0 & 29 DL N E H AR — AN
HEEE:1%-2%.2%-3%3%-4%4%-5%1%-3%.2%-4%1%-4%51%-5% . f£—
Se st 5 R, TR 2 H VA 1% -4% , )2 % H #E 1 .

[0360] 7 —UEsiji 5 A, BT 29240 &AL £90. 25 % B 294 % HI = B8R (B, B
BR) , A5 BN Z L M A AR — M EIERR:0.25%.0.5% 1% 1.5%2%+2.5% 3% -
3.5% 84 % , BLHEX L 2 i) AT (E BE Fl 75— LS 5 R, TR A A B & )
PL B S AT — MR SR8 :0.25%-0.5%.0.5% - 1% 1% -2% 2% -3% 3% -4% 1% -
3%.2%-4%.0.25%-1%.0.25%-1.5%8K0.25% -2% . fE—2L50 i )5 & vh , Ak 2541 &
MALE £10.25% -2% HRAIR AE LSt T B, TR i MA & Ma s 212% HAR -

[0361]  7E—LLsTjiti 7y =9, BTk AH SV L L LA MMEFH AL — M E R A5 H # B
A HERE (0, HERE) :16:1.8:1.4:1.2:1.1:1.1:2.1:3.1:481:5, 35X Le{} 2 8] {1
AR AT BRG] o 7E — L SL it 7 Rorh, FTid 29 AL A I EE L ES HBREM R
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[0362]  7E—uEsjfi 7 1, BTk 23 2H & WA 29 5mMZE 29 50mMZg 771 (i 4n , H =B
AFEEI 0L DL R AE A K4F— A : 5mM. 10mM- 15mM 20mM - 25mM« 30mM . 35mM 40mM « 45mMEE 50mM ,
451X LA 2 o] AT A {E BVE ] 72— S8 st 77 R, BT A &8 & 4L MEH I
FE— BT IR 22 151 : 5- 10mM. 10-20mM 20-30mM  30-40mM40-50mM . 5- 20mM 10-40mM. 10-
50mM 5-25mMER 25 - 50mM . 7F —LE S 77 22, BT iR 25 ) 4H & A0 5 2910- 50mMZH &R « 7£—
YE st 7 S, T IR 250 eH S )AL & 291 0mMEH &R

[0363]  fE—LEsjti T S, Tk 294 & I pH R 295 . 5 2 296 .5, W HEF 29 B T {E
A —4:5.5.5.6.5.7.5.8.5.9.6.0.6.1.6.2.6.3.6.4546.5, 4% X LL {8 2 [&] fi) AT AT {
BVE ] AR — LSl B, TR WA S I pHo N 2 DL S EH AT — > :5.5-6.6-6.5,
5.5-5.75.5.75-6.6-6.25.5.75-6.258%6.25-6.5. fE—LL St )5 2, BTk 25040 & ) (1)
pHAZ16.2.

[0364]  7E—UEsjfi 7 A, TR WA G5 £10.005%-0.05% , BLFEBI 0 DL T E
HH A — AN 19 2% TV 1 77 (9 an, SR L 4B TE) < 0.005%,0.0075% .0.01% .0.015% .
0.02%.0.025%.0.03% .0.035% .0.04% .0.045% 5%0.05% , fi, 51X L& {E 2 [8] i) 4] {1 55,
Yl 7R —Se St 7 R, FTiR 254 A 0 80 29 LA R AE A AT — AN B SR TV 1R R (g
B ILALELRE) :0.005%-0.01%.0.01%-0.02%.0.02%-0.03%.0.03%-0.04%.0.04% -
0.05%.0.005%-0.02%.0.01%-0.04%5%0.005%-0.05% . {£— L& /7 b, BTk 254
AW 29001 % B 1L BLEEIESO »

[0365]  7F—LLsijii 7 &b, Bk 5940 & W61 & 291 - 10mg/mLIT) T4 - GAAZR &4, L FE 151
WL LL FEH BFAE— AN TR FE RS -GAAZ A4 : 1.2.3.4.5.6.7.8.95110mg/mL . /£ — L& 5L
Wi, iR 25 A A A5 A 0L MR AR — DRI PTIR SR -GAAZ &) : 1-5.2-8.3-
7.4-6.1-2.5.2.5-5.5-7.5.7.5-108¢5-10mg/mL . 7E — L85 jiti /5 =, Frik 29 W40 S W&
£5-10mg/mL{1J TR SEHE -GAAZR &) - 15— L8t 75 S Hp , TR 299 20 65 6L 29 5mg /mL I
FIT ik B HE -GAAZR &)

[0366] 7 —LLSLjiti 7 ZH , FTiR A WAL« (2) RSCHTIR AT — R SEHE -GAAZL &4
(B, SRI-3RI1T, 8 FCA R EEQ) 5 (b) Z11% -4% H &R ; (c) £10.25% -2% H &L ; (d)
Z110-50mMZL R 5 DL & (e) £90.005% -0.05% 5 L LIRS (9 4, 28 11 24 6 80) o 7 —Lbsi
Jiti 7, BT 25 W4 A 005 295me /mL 3 291 0mg /mL I T SE4 - GAAZR &4 o 76— BB S it
JEH, Frid 23 AV pH A 215 .55 216 .5,

[0367]  7E—LESTjiti y ZH, FTiR A WAL« () RSCHTIR AT — PP SE0E -GAAZL &4
(i an, =0T -0 1T, B LA P ) 5 (b) 292% H 8RR s (o) 292% H & ; (d) 2910mMAH =
iz s DA % (e) 290.01 % 511 BUBERE80 . 7 — L5t /5 ZH , Frid 23 4H & W06 7 £95mg /mLIT)
iR TE0E -GAAZE B ) o £ — LE St 7 R b, ik 25940 & VI pHo N 296 . 2.

[0368] IR TE “G Pyl WA 5 7E R T B FF VA VR pHAEH7 76 W] H2 32 Y6 Bl 9 1 RS 245 741), I H AT LA
BRI 3k BRI PV S B IR A1)  H &L IR 3h (BEFR BB BR #) (Tris (5 B H
5 BEH D) OB KRR T R TR ) 55 o pHA% il 721298 FEl P 1) 2 i 1 916
FEBEFARR £ B FABREN) A5 ML £h 41 ZURR A7 58 R 26 AN HLf A MLRR 22 P

[0369]  RIE “W R CR 4P 7717 38 5 ELFE an 1 24577« FL ] R Jd sk f 2 A 1 5 3 T A HE B R 1l
ARG TA R S 1B IR AR E 1 S AT W] LA AR 2T I8 B TR DL e 75K 3
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P AT B PR AL R o 491 T2 B0, A SR B AN SR 20 s B, W H EE I 5 R T 1 A
WS L AL s DA R LR, 0 H AR K R IR AN 22 =
[0370] AT i i il it i v] DA B, B — il 22 Mgl 2 b mT sz (R RO 7], a2 IR0 5k 7
YA PO R AT B 7] o A ST IR ¥ VR OR3P 551 (i iR B AN H 28R) mT LR 2 FEH , A
FEVE I IR AN /8K 77181 71 o ARAE “BEIK R 6L 2 3 B AR TR P2 ) S5 A D 25771 o B
TR PR B URIRYI CAA , BEIK 38 o] DA T2 90 TS OB BRI B B AR A 1 - R VR IR
PN 5 A A7 R I B AR E MR A P T AR ok 27 AT R AR A AR TR 27 R TR
LL¥a i35 1 #h (NaC1.KC1.MgC1,CaC,,5%) «
[0371] 7 —LLSTit /7 9, A SCHTIRBE il i AL 75 B A 771, o FE A =BG o 7 — e St 7 &6
2R SCRTIR TC 1) i AN 7 B AR o 7R — e Sl 5 B R, BT IR IE il b B 2 291 - 20mM i) e 8 Ak
A (an, IR EER) » SR 2 LN E A A — AN BT BrE AR 1.2.5.10. 158 20mM,
AL HE X L 2 (] P AT {E BV
[0372] AR SCHTIRHC il i A2 A 1 o “FeE 17 IC ) o2 G0 FC ) - SR I B B AR A AT
I FEAS I O R B A e M AN/ sl Ab 2 A e A/ s AR e R e v TN B B B e e
B Fh o AT B AR AE A AT b & ] AT, 7 H 2818 T LU R :Peptide and Protein Drug
Delivery,247-301,Vincent LeeZw ,Marcel Dekker,Inc., A%, A%, Pubs. (1991) f
Jones,A.Adv.Drug Delivery Rev.10:29-90 (1993) . ] DLFEME & MR FEE R £E 1% 5 ) B 8] B
P R e
[0373]  TTT.iak7l - Al b
[0374]  ARHIEILIEHE T A SCHTR ¥ I 7 V2 AT AR S it 7 8 Hp 19355 2 A it o BT IR X
TR AN ] 0T DAL B AR SCRTIAR IR AT — B C ) 5t AN 25 40 26 ) o 49 T, B A0 5 S B B Y
AP VR 1 e R
[0375]  #F — LSty 2, 34t T VAT LOPDIR /) &, Firid i 74 B, & e i o, BT IR I
il i L A SCRTIR AT — PR W -GAAZR A4 (ol , 5T -3 T 1T, B3 P B ) o 7F—
S T R, B A e ) o S BT A ) L AR ST IR AT — RPN - GAAZR S W)
(i an, =0T -3RT 1T, B P B g o) AR  H &R H 58 B AN S 1L BB 80 o 7F — L sk
Jita 5 e, BT IR BC 1) B A 2910 -50mM (51, 29 10mM) 2H 2R  £490. 25 % -2 % (il 4, 292 %)
Ha W 491%-4% (BN, 212%) H & EEF1£10.005%-0.05% (540, £0.01 %) 5 1L B g
80, 7F — LE St 77 S v, AT I T il i 2 145 T 0 1) A P09 T i 1) o 2 A 1) YR AR . 1) o o 7
— LSt 7 S, BT T 1) A B pHoN 205 . 52 206 .5 (U, £96.2) o 7F— S8 St 77 =, BTk
Bc il i 75 20 5mg/mL 22 249 10mg/mL I BT S 4 - GAASR &) o 12— LE St 7 7, BT Jc il i
SRR R
[0376]  #E—ANSEHti 7 22, B4 T YA ST LOPDI il i, T 3k o) i 0, 2 25 A T ) o P 2 %
FIT 3 T ) ot A S T AR (A — b B - GAAZR &) (B, 20T -1 1T, B S FL e ) &
FE— LS 77 2, i s i B2 2 A T A o (R S 4 BT BB 1 i B0 B AR ST T IR A — Fob
FEBE-GAAZE A (ltn, SNT - NI TT, B3 B A B iFa) 2910 -50mM (5114, 29 10mM) 2H 24P «
%10.25% -2% (B, 4912%) HE B 291 % -4 % (i, 212 %) H BB F1£70.005% -0.05%
(i, 230.01%) T 1 BLEERE80 o 75— LE St 5 2, AT IR T i) i 2 42 L 1) &« 7T 445 Fc
A1) ity B3GR P R AR T A i o E — B ST T S, TR C | A R pHON 295 . 5 B 296 .5 (il , 2
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6.2) o 7E—L85L 7 R, AT IR L il 5 B & 295mg /mL & £ 10mg /mLIT) BT A SE 0 -GAAZE &40
FE— LSt 7 S, BT I ) i A 2 3 PO B e AR — RSt 7 R, BT IR 254 2 /L
FE L5t 77 B, TR A 22 20ce /Ml

[0377] A HR i iR G A ) 2E A i e b A E B AR AR (R R T/ NIRRT
PR B2 (i, 24z My lar) £S5 RE4S) 25 3057 & T DUT - B AL 53 A 443, v
Gz AN AR R A JE o DR, AR PR SRS T ), OB HE /N G an & /N T
1R € T

[0378] 3351 &3 0, 25 fi FH AT I 5 0 - GAAZR A 078y 7 LOPDI 156 B 15 o 78— Su 5 it 77 v
B 355 Sk 6L 75 48 3 F M, iR A SR ¥ 97 7 1k AT AT St 7 S0 7 R FA B
ﬁﬁ%%ﬂ%@%a‘%?%?ﬂ@%%:%*}%-GAA%Q% (i 4n , S TLABE ) PR A2
I 6] % R i FH IR 428 o 78— S8 Sl 7 R b, BT IR AR5 e 8 A0 5 1 VR T 5 VR 3 AR 11 15 B
Fi o AE— LSl R, Brid il f & ik @/\fiixfﬁﬁ}:"*imﬂﬁ\ﬁ&ﬁ@%%%o

[0379]  FriR 25 4% nl LAJE B A7 7 & ke ke (9 o, 22 590 & A0 %) sl S 7 571 & o 49, m
PAFR A 40 7R &« 5 2 08 1 WA SCRr A TF 1) S0 - GAAZE &40 (91t , S T e 0 7 TG
@) , PLAETE LA B S 18] B2 A S S MR A a7 - 3R V6 L9 JE 34 4 54
H 64 H.84 H 94 A LR ETE A 8] A A — I (]

[0380] A<t BH 15 R A 1 I BT R AIE o] LA DAT A 20 5 34T A o A U0 15 A I B
FEAT A T AH R &5 R 3R AL B B AR EACE - RLtL , BR AR S5 A B s e B, 5 I 24
TFIREAMRRE AR 88 R 510 S5 R SRR i 451

[0381]  IV. M4ty %

[0382] A BHFRHELL N St 7 4 -

[0383] St /5 ZE1- 1. —Fp B TR 97 AR A IR B 2 284 g DU (LOPD) [ 753, BT i 77724
5 7] {iT i it FH 25 0 &0, BT iR 29 W0 20 & 0 B0 3 S M - B L TR A N2 % T 8252
AR, o rp B iR S 0E - B 1 R A R A TS5 -

OPO,%

%
-0
HO
OH
HO /ﬁg‘
HO
H°ﬂ
° °-L+-GAA

I —1In (I)’

[0384]
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[0385]  HLHhGAARZIRVE-HINEH I, L2 EF Tk T 5 iR GAARI A 74k , IF Hnag 1 22
10,7 H.

[0386] AU ETIR 2G4 A LA £20mg kg I 7 e FH -

[0387] Szt /7 S 1-2 ARFESLHE /7 R 1 -1 ik il 53k, Hodp prid M £ 2 /0 4545 %

[0388] Sty 2 1-3 . AR T R I- 1Tk 771, o Frid MATE L 188 5454585 2
G118

[0389] Sz /7 S 1-4  ARIEILE /7 BRI -1FTiR A 53k, Hodhp frid MARN I £4118% .

[0390]  Sijfa 5 R 1-5. MRS HtE /7 RI1- 12 1- 4T —TUFTIR I 5 vk, b Frid AMAfE 2 /0
Z118 F IR W2 Wi 55 T8 UL

(03911 S 5 R 1-6 AR HE 7 R1- 12 1-5E—TUFTIR I 5k, Horb Frid AMAfE 2 /0
218 % [ AF- W% 57 D DU (1) 28 — AR

[0392] s 5 R 1-7 AR SLHE 7 RI- 12 1-6HE — AT IR R 51k, Hod frid AN S air &
Fe2 3 BB A GAAK VR TT

[0393]  Sijifa /5 R 1-8 . AR St /7 RI- 12 1-6HF — AT iR 1) J7 vk, Hob rid AN Je i
Fe2 3 BB A GAAK VR TT

[0394] Sty R 1-9. ARG S 5 R 1- 78T -8R A J7 i, Hr i ik =5 2H GAA S ] 4 B 17
fifga

[0395] Sy R 1-10 ARIELME T R1- 12 1- 9T — TR I 5k, b fEprid b7 2
R BTk A B A 7R 24130 % 5 2985 % A ¥ B AL %8 35 0 H 0 il v & oy IilvH B & Jr B
(FVC%) .

[0396] S /5 RI-11. MRHESLi 7 RI-121- 109 — IRk ) 77, R EERTiR VAT 2
R BT MERR IS AE AT I AR A AT E R BER B R IG OL T AT E 20 2540K

[0397] S5 SR 1-12 ARHESEH )T R 1- 1 B 1- 11 E— TR (1) 7732, Hor piradk MoK 28
A D JURE PR O R AR .

[0398] St /7 R 1-13. MRS T =1 - 1 B 1- 129 F — T ATk (1) 75 v , Horb pirdk A Bl
K B AT A ZH L RYR I CIE SEGAARR SR = 5E A1/ B2 A 2 /D2 CUIESEGAASE R AR 4

[0399] St /7 R 1-14. MRS T 221 - 1 2 1- 139 F— TR ATk (1) 75 v , e v 1) BT ik A4 i
FFTR 3G, Frak 2 /D 2149

[0400] St /7 2R 1- 15 AR St 77 SR 1- 1AFTiR i 7 v , o Brid MR E R 52 Frik ¥ 97 (5]
L, FREE 2949 F) Ja B B /049113 % 1 B B AIFVC % 0

[0401] S 5 ZR1-16 . AR S 7 R 1- 14801 - 15 AR 10 5325, Jo b pr iR AN AR 3252 fr ik
YBIT JE A 5 R R R R T (B, RESE 249 ) JE B ARL m R D292 43 % I B
SEEEAFFVC % B .

[0402] S 5 R 1-17 ARIEL T RI1-14 21 - 16T — TR I )5, b ik AN 7E
Besz ik 697 (Ban, JE 222049 8) J5 BA B /02912 . ATK 653 80047 I3 (6MWT) 2 5 1
i

[0403]  SZjii 5 R 1-18. RIS 7 RI1-14 81 - 17T R AF— TR I )5 4, b prif AN 7E
P2 Bk 6 97 J5 B 5 FIR b g aia T (a0, ¥R 82949 1) R R tE LA K 2 2
30. 01K [ 6MWT 2 25 384 Jirl
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[0404]  SZHE 7 22T-19. M HR ST 7 R T- 14751~ 18 AT — T BTk 1 753 , Forb ik AN 7
LR PTRIGTT (B, FEE 49 4) J5 BA 2 L1959 FIEMWT 5 Tl EHE 71 7 b (BMWT %6) 48
Jiig

[0405]  Sizjiti /7 & 1-20 AR St /7 R 1- 148 1- 19T —TUFTR 1) 5 i, Foh B i MR 7E
R PRIGTT A B 5 AR R IRy T (B0, R 82049 ) JR MRS DAL K 2 2
4.7T1% [fI6MWT % 34 Jil .

[0406] S J7 R 1-21 . ARHE S M /7 ST - 1451 - 200 {F— SO 0 Jy i, 3o A
R TRIRTT (BN, FEE: 2949 7)) Ja B 2021870 % [¥) B SE 34 I i RWR U o Tt
HE 20 MIP %) B,

[0407] st 5 R T-22 AR A S M)y 2T - 14251 - 20spAE— Tk (1 733, ot B A A
R PRIGTT A B 5 AR R IR T (B0, R £ 2949 ) Ja S LA EE w2 A 2
4.40% [f) BT ZEHIMIP %6 30«

[0408] Sl 77 S 1-23  ARIGSLHETT 1 - 142 1 - 227 AL — BT IR 1 77 35, Fe b prid A A
R PTRIGTT (B, R 52049 ) Ja B %2 /0 291089 9% () HALZE S i KW SR J7 B 3
tt (MEP%) 30

[0409) S J7 % 1-24 . ARHB S M 7 SR T~ 1451 - 230 {F— SO M0 i, 3o A
R PRIGTT A B 5 AT R IRy T (B0, R 82949 ) Ja S DUA L 2 A 2
2.51% B E L ESIMEP %6 1 )

[0410] S J7 % 1-25 . ARAB S M 7 ST - 145 1 - 240 {F— SO 0 Jy i, 3o A
B2 prkiady (B, F 2949 ) Ja RAT 20 29169 LAWY N BT #5500 732 (HHD) 45
G ik

[0411] S J7 % 1-26 . ARAE S M 7 ST - 145 1 - 250 {F— SIS 0 Jy ik, 3o A
R PRIGTT A B 5 AR R IRy T (B0, R 82949 ) Ja S DUA L 2 b 2
106 . 9741 ) " i HHDAS- 43 34

[0412] S 7 R 1-27 ARYESLHE T R 1- 145 1- 26 -H AL —TFTIR I U7 ik, Forb ik A1
FHET AT R iG T (10, 82949 ) Ja AR 52/ 2997 . 844 MUY 1 B HHDAS 53 HE i«
[0413] 52ty 561 - 28 AR St 7y ST - 148 T- 27 AR — TN I 07 125, Fov finid 1
A 5 BT AT ety T (B, 782949 ) o () 1 DL AR PG & 52 /0 2063 . 8T _F JEHHD
3oy

[0414]  SEjita /7 R 1-29 AR SEjta 7 R 1- 148 1- 28T —TUFTR 1) 75 i, Foh B i MR 7E
R PTRIRTT (B0, FFER 2949 ) Ja BA 20292 1200 PRIEIZ 2 D RE TR (QUFT) 245733
Jiig

[0415] S J7 % 1-30. ARHE S M 7 5T - 145 1 - 200 {F— SO 0 Jy i, 3o A
R PRIGTT A B 5 AT R IRy T (B0, R 82949 ) Ja S DUA L 2 A 2
2. O8FQUFT S5 43 .

[0416] S J7 % 1-31 . ARYE S M 7 ST - 145 1 - 300 {E— S 0 Jy i, 3o A
LR PTRIRTT (B0, FFERL949 ) Ja A 280290 . 400 4 HEAR 5G4 37 SR fi RE A 2 1 29 f]
2 (SF-12) Rt HEA5-5) (PCS) 38111

[0417] St T7 58 1-32 ARG I TT ST - 142 T-3 1A — TUITR I 7 32, Horb i A A2
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B2 iR i yT 5 B 5 HEE R s T (900, FR8R 2949 ) J5 g AR TG = & /b 2
0.77f¥ISF-12PCSI I,

[0418]  SZjifi 7 R 1-33. RIS 7 R 1- 148 1- 32 AF— TR (1) 7735 , Horh Frik A4 7
B2 i iG T (BN, FrEe 2049 ) 5 B 2020 . 4THISE - 128 i i A5 2 (MCS) 38

[0419] Sty R 1-34 MG 7 RI- 148 1-3300F— TR 1) 77 3%, Hedh prik AN e
B2 iR i yT l5 B 5 HEE R s T (900, FR8R 2949 ) J5 g AR TG = A b 4
2. 12fFJSF-12MCS38 .

[0420] St 7 R 1-35. RIBSLHE T R 1- 1481 - 34 AT — AR 1) 7735 , Horh Frik A4 7
Pz i ia sy (BN, F8: 2949 8) J5 BA 2 /02553 .90 % I JRHEX47K FFFAIC

[0421]  SZjifi 7 R 1-36 . MG St 7 R T1- 14 £ 1- 350 R — TR A ik 1) 77 3%, e prik AN e
B2 iR i yT 5 B 5 HEE R s T (a0, FRaR 2949 ) J5 g AR EL AR &2 /0 2
43 .14 % f) FRHEX47K P& A o

[0422] S5 R1-37 MG 7 RI- 148 1- 36 F— T AR 1) 77 3%, Hedh Pk AN e
Pz i ia sy (BN, 82949 8) Ja BA /02538 02 % I LER T /K 1 Ak

[0423] S5 R 1-38 MGt )7 R I- 14 = 1- 37 AR — TR AR 1) 77 3%, He b prik AN e
B2 iR e yT )5 B 5 B E R s T (a0, FE8E 2949 ) J5 g AR EL AR &2 /0 4
23 .89 % 1) LB WA /K ~F PR A

[0424] S5 R 1-39 . MG S 7 R - 14 1 - 38R — TR AT ik 1) 77 3%, He b Pk AN 7
B2 iR i yT 5 B 5 HEE R s T (a0, FR8E 2949 ) J5 g AR EL AR &2 /0 2
33.9% KN IR L 2 M (ALT) /KPR 1K

[0425] St 5 R 1-40 . MG SLiE J7 RT1- 141 -39 R — IR A ik 1) 77 3%, He b Pk AN e
Bz i ia sy (Ban, F8:2949 ) J5 B 202943 .32 % HJALTKFFE AR

[0426] S5 RT-41 . MG T RI-14 B 1- 40 R — TR 1) 77 3%, Hodh prik AN e
B2 iR i 97 5 B 5 B E R s T (900, FRR 2949 ) J5 g AR EL AR &2 /0 2
32.28% M R AR IR L 2 (AST) /KPR

[0427] Sy RI1-42 ARIELHETT RI- 14 R T- 41 AR — TR 1) 77 9%, Hodh pirid N4 72
e iR 69T (WD, 1F k2949 ) 5 BA 2 /02146 .12 % [ ASTIK 4K

[0428] S 5 R 1-43 . MRS T 221 - 1 2 1- 4294 F — T0 BTk (1) 75 32 , L b b4 B A LG
IR MRT) , iR MATE AT IR 167 i A2 B A A2 IMercurif§ 4 3 sDixon g i 734k
A/ BT B AT BLE IE R T27K

[0429] S 7 R 1-44 WA ST 221 - 1 B 1-439F— T AT (1) 75 32 , o Bk A A e 42
ZHTRIRTT 5 A 5 F R R R aE T a0 1 50 A b SR AR A A DG S B (TAR) JRUES:

[0430] S 7 SR 1-45 AR SEHti )T R 1- 1 B 1-4494F— TR (1) 773, Hob ik Ma B
I8 [ S OBk ) 1 T T I T - i 1 R I B 2 Ak (ADA) 7K

[0431] S5 R 1-46 . MRS T 221 - 1 2 1-45 9 F — TR ATl (1) 77 32 , ool BTk 245 2
E R T — Uit FH 28 i i AR

[0432] S R 1-47 AR ST 21 - 1 B 1-46FF— T K 7732, Horh ik 25040 -5 2
T PN it FH 14
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MVEEE T & /0 T &2 5H LR R (7.0%) £ .

[0653] 5 FiHFVC %6 FHEMWT (1) 5B 35k 2 B 75 S8 PL AT Bl Bl o 2H v 43 Sl 7262 . 5% F11399 . 3m
- H 7B 5 B R a2l 45 261 .6 % FI378 . 1mo MIP 5 TR TR %6 6 T 38 BL 4 B g o 2
51.74+24.85, 3 H 4 Tl @ B H B o= 53 . 71 £23 . 47 , 76K 38 B HF g o 2H o AMEP |5 Tl 11
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8% (70.21+27.32) = T L AP BFa 2 (59.17+21.60) o 7EF HBEF BgaZH g HHD (R
J5) B4 57 (1466.16 604 .91) 15y T L FLAIBE H G azH (1330.45£625.44) AL T3 FLAH
PEH Fa (1535.95673.60) , Bl i 4% 1 B« T HHD (/) &2 &1 7 5 = (1608.56 =
633.95) .

[0654]  IE4nfEy6 YT WG LOPDEE A Hh B TUHA) AR , CK VAL TFIASTAE 4 2H H 75 3 2R ) 35 7
15 (S TLAT BE T B a 2 3 3 & o JRHexATE R R T 2 5 38 R R L 2R 3 T (B
o] e A B ZHAH EL , £ S PL A RS T R a2 R B sy 4 o 12.71£10.1058. 74 5. 04mmol/
mol/Cr (IE%:0.194-3.36 [4E#%13-1841:0.142-1.92[4F#>18%]) «

[0655]  EISAIEI19 R T B b B AN BT AR B4 AT R 20A 22 I 2080 2 T BB BEAR I N
TG0 22 AR 2R AR AIE o I 2 1A B I 21D7R HY T R R B (1) IR R A0 , 1T P 5 B 6 AT 22A 22 &1 22C
ANH T B BRI SRR ThRU S B 2R A . B 340 H T 8 DL AR b i AT S 06 == S A ) 3
2R 7K o 32 B At A B[R] 11 2 i3 e 82 T) (g Y e 1 7 AN 23A & ] 23BH s

[0656]  Ififst B

[0657] (5 FRTTFVC s M FELL 1) 5549 F 1 B /N —3f¢ (LS) E AR AN (b vfE 22 BSE) £ 3L FL w61 A
TrlfgazlF722.89% (0.88%) , H HAER w4 H gl H 2£0.46% (0.93%) (S WLEIBAZ K]
8BANIEI24) o L5549 AT , 55 R 8 0 Fr Ry 7 (1) S AR L , S PL B BE T B a7 1) JB
SORTRIHEVCR 2. 43 % 3890 (95%CT:-0.13%,4.99% ;p=0.0626) (Z ILIKI9AZE K IBF
K10) .

[0658] 341, FVC T TiTHE %6 1 B2 73 BT S8 » 3 TL R 4l EF i a2 A i 5 78 28 49 FE B AR
T FIELL = 15% HAXT K 2 5% (n=10,19.6%) LR #i bl tF ozl (n=3,6.1%)
%, ok {84 R A 1948 (OR) 93.47 (95%C1:0.86,13.98) .

[0659]  FEEEA9 JH I 6MWT CK) AT T3 £k B LSIAME A2 4k (SE) 7£ 3L L %1 bl 1 Bl a 2 =2
32.21m(9.93m) , 3 HAER] & HE B ozl F 22, 19m (10. 40m) o 5P 3 P Mg ki EL , S P03 b
HlFaya T S E6MVTEE 551K K30.01-m (SE=14.43m;95% CI:1.33m,58.69m) (K30 (pfE =
0.0405) , X &7~ H -5 Fr] 2 i EF g a AR EL , 76 S PUAT B P I ot Ol 1 0 25038 o Sn] 8] p T i oA
b, SCEL RS B v T S E6MWTBE &5 o5 il E %6 Y K4.71% (SE=2.24%) 350 (ofli =
0.0386) .= ILIEI11. & 1281 26A % K] 26B.

[0660]  6MWTE & CK) I [ B3 43 A1 S 7 » S BL T 0 1 g oo 2H v 4 15 76 51549 JE s AE R T 25
k=54 KNI 2 5% (h=12[23.5%]) LB fipE gzl (n=6[12.2%]) =2, Hok
[ 32 48 1] I JORA2.09 (95% CI1:0.70,6.25)

[0661]  3f o5 FlTHMIP % 5 Tl TFMEP % (2 WLIE 13A 2 & 13BAIE]28) JHHD (T fi%) (2 WL 14
FIE29) JQMFT (Z WIE 15811 30) FISF-12 (PCSFIMCS 2 ; 2 WLIKI 15A % K 15BFIEI31AE K]
31B) BEAT LA IR - R 1 R MK A1AZE - 41BIC A T HAB R B S AH K

[0662] 1. HiAth I E& 55
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AEWARHAAs FREKYLSX AR BEFEHe TRHETSHe pERSIRRE)
48 EW(SE)
MIP( & 7 7 18.%) -0.29 (3.84) -2.87 (4.04) 0.6451
MEP( & 7 #118.%) 2.39 (4.00) 5.00 (4.20) 0.6557
[0663] [HHD(E 454, & #H6.97 (1.34) 4.78 (1.41) 0.2681
{8.%)
QMFT( & 13%%) 3.98 (0.63) 1.89 (0.69) 0.0288
SF-12 PCS/F % 2.37 (0.99) 1.60 (10.7) 0.5996
SF-12 MCS#% % 2.88 (1.22) 0.76 (1.32) 0.2427
[0664] 2. HAth — 2% A1 =k 2% s LS H{E A4k, (SE) »
2% XA # B ol E e ]
(N=51) (N=49)
MIP & 7 #18.%
H{H(SE) 8.70 (2.09) 4.29(2.19)
95% CI 4,54, 12.85 -0.07, 8.65
[0665] MEP & # #H14%
LS*{#(SE) 10.89 (2.84) 8.38 (2.96)
95% CI 5.24,16.54 2.49, 14.26
HHD, TFhk
LS#14(SE) 260.69 (46.07) 153.72 (48.54)
169.11, 352.27 57.22,250.22
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[0666]

[0667]
[0668]

95% CI
HHD, LRk
LS¥4(SE) 173.54 (38.04) 109.67 (38.98)
95% CI 97.84, 249.25 32.11, 187.24
SF-12 MCS
LS4 14 (SE) 2.88 (0.76) 0.76 (1.32)
95% CI 0.47,5.30 -1.86, 3.39
R-PAct% 45 1 155
LS344(SE) 2.55(1.29) 1.49 (1.21)
95% CI -0.07,5.17 -0.95,3.93
PGICH % &)
LS¥4(SE) 4.97 (0.17) 4.40 (0.18)
95% CI 4.63,5.30 4.04,4.76
PGIC# J& 48 % JE K
LS¥{4(SE) 5.37(0.16) 4.59 (0.18)
95% CI 5.05, 5.69 4.04,4.76
PGIC$ %A
LS¥44(SE) 4.98 (0.16) 4.60 (0.17)
95% CI 4.66,5.31 4.26,4.94
PGIC# 314
LS¥1#(SE) 4.84 (0.16) 4.19 (0.17)
95% CI 4.66,5.31 3.85, 4.54
GSCS & 1% 4
LS4 (SE) -0.25 (0.35) -1.31 (0.48)
95% CI -0.94,0.43 -2.25,-0.37
GMFM-884 & D
LS¥{4(SE) 4.02 (0.89) 1.44 (0.95)
95% CI 2.24,5.80 -0.45,3.32
GMFM-884: & E
LS¥4(SE) 2.63 (0.96) 2.54(1.32)
95% CI 0.72, 4.54 -0.09, 5.18
EQ-5D-5L, ##ix
LS344(SE) -0.47 (0.11) -0.15 (0.11)
95% CJ -0.68, -0.26 -0.38,0.07
EQ-5D-5L, 8 &4 EFH
LS¥4(SE) -0.13 (0.10) 0.06 (0.11)
95% CI -0.33,0.07 -0.15,0.28
EQ-5D-5L, W # #4545
LS¥{4(SE) -0.30 (0.11) -0.07 (0.12)
95% CI -0.51,-0.08 -0.29,0.16
EQ-5D-5L, &Ja/REMFH
LS¥44(SE) -0.27 (0.11) -0.29 (0.12)
95% CI -0.50, -0.04 -0.53, -0.05
EQ-5D-5L, & J&/#pARHT 5
LS¥4(SE) -0.36 (0.09) -0.33 (0.09)
95% CI -0.53,-0.19 -0.52, -0.15
EQ-5D-5L, VAS{$%
LS¥14(SE) 7.49 (1.99) 2.20(2.14)
| 95%CI | 3.53,11.44 | -2.04, 6.44 |
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{8 % AT {5 M HERR DY 42 B3 (LR 242) Jo , W B S5 5 0 T - I 33A R I 33B/R HH T 7R EE 37
GIATFE s 5 TRTEMIP % A P EMEP %6 75 2549 Jal i AT T2 4 1) 3 AE 284k . SR 3V T EE BT
AT G FELRIT I o FRITFMIP % A1, FiHMEP % o £E B35 0 M7 Ja > b5 THAEMIP % O AR AT FE 2%
1284k, (LSIAME +SE) i) 2 57 24.40% +£3.04% (95% CI1:1.63,10.44;p=0.1505) ,3F H 5
T HMEP % [ A T3 26 (1 A8 4k, (LSIME +SE) Z 5% 22.51% £4.14% (95% CIl:-5.70,
10.73;p=0.5449) ,

[0669] 2R3 FELRIS FUMIP L T HHE % FIMEP &5 T8 % (FEE T 4T )5) «

2 & X EH B T & 45 8o ¥
(N=51) (N=49) (N=100)

H ZMIP & 5% n=48 n=47

¥ 14(SD) 51.74 (24.85) 53.71 (23.47) —

[0670] * {#(Min, Max) 46.60 (9, 116.5) 48-1536(2;7, —
H ZMEP & FiHA% n=48 n=47

#{4(SD) 59.17 (21.60) 70.21 (27.32) -

# {4 (Min, Max) 54.12 (28.7, 117.9) 66.54 (19.7, —
' 136.2)

(06711 75 [ VUi AE Wb ic MU S 80 b, Bl 6 B (8] () HE RS B B A XS T 2R 42 (1 B AR (BME
+SD) , H P 7E 5549 R B 338 BRI HE T R a2 1) B AL TR R R AL ) R B
KIPIFEAR , 72 5549 Ja o 1) — S 230 1R 36 Rl o 72 S PLEI RS B a1 18 L T, CKF% K306 78
+577.661U/L (M739.9E577.62%442.32+411.031U/L) , 3 H7EFT b HEG a5 M T,
CKFA{%103.58+154.781U/L (M566.35+E431.46%5484 .42+ 387.031U/L) - £E 3 FLF Bl L il
aff LT, RHex4[%K53.9+124.03% (M12.71+£10.10%4.85+3.38mmol /mol) , I3 HAE
B 5 R a5 L R, R Hex4P4#{%10.73+32.33% (M8.74+5.04%7.82+6.15mmol/
mol) - B 35AZ 35D H T J8 UL A= Wb ic FRHEXA A LIRS (CK) 7K P P8 A2 4 1 43
e

[0672]  Xt-F-7E49 J& Joi MBH] 561 0 F g o y6 7 4L 36 0 ok S8 BL I bE T g ayb 7 4L R, o5 Pl
FVC% MW49EIWITHILSHMEAR1L (SE) /£0.15% (1.06%) (p=0.8854;Z WLIK25F1F]184) ,
H6MWT CK) FILSHIE A4, (SE) #£23.32m (13.69m) (p=0.0918;Z WIK27 F1K[18B) .

[0673]  ZZAhghiR

[0674]  {EPAPH G I7 T HH BB A R F A4 (TEAE) 1) & A8 2 76 B 8] A i o 2H A 2
86.3% , 11 {ER H B a2 b /2 91.8% (S ILIEI 1T A& 32A %2 K] 32B) o ££ 3 L B 1 e 2
15,7 % 1 BB (BLHG2. 0% AHOC) R RITE Rl & 0% 1 a2l H 1924 . 5 % 1 B (BL456.1%
FHZR) HRR AR TR IT B P EEAE (SAE) o fEPAPH, — & H B i F R yR T 1 BB T
SV WU ZE CRAEDR) ISAETII AL T o 73— 44 MR 2 B 1 B o i 4 9 ETP A 1) 3 T0 1 B 7 g a
(1) 835 T R AR a8 (09 SAE N FH Q) B T o 72 Ba] 481 B T B a 2H A DY 424 f8. 38 7EPAP A E] i T
AR FFTT A A 1 (BLFE2 44 B A TARP) B35) , 78 3 PUREIBE F R ad Hh T8 o FH S PL 8T
ayG YT BB 27 . 5 % AN F R N E R s T B R 32 . TR LEPAPHR & I T & /b —Ff
77 %8 5€ LI TAR,

[0675]  FEPAPH, N IR % 2 B (ALT) MK & 2R 4% 2l (AST) FH =i I AE S AIIHES . 9% Al
096 (1) 3L B BE H B ava IT I BB h A (9 AIHE2. 0% A0 % T 4 &5 WAEST) , 3 H. 73 7l £
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6. 1% F4. 1% (1) Fa] 45 4 B ey 7 1 AR 5 AR S (O3 IIFE6 . 1 %6 F12. 0% Wik & NAEST) o 7F
T £ H 35 W0 5% 1) S 6 = BRECGAH QT FE I R 235 7 (PCSA) [ ARALL A AR 26

[0676]  BLZWHLAA (ADA) S B E BN IRIT 24 A 2 AR - BB T LR I BT A W 42 B
45 A7 RE RIS 5L ADABH I . VA TT 75 S R ADA (RIZERIT 9% 394 18] 76 i 2R I S ADA R : fr) S5 o =
A2 RIADA) 75 3 LRI HE P B ZH 11196 . 1 %6 S 38 e, 1 78 3 FL A A a2 R 11995 8 % &
B AR R o SCBLHE BE AL 4l ADAWEAERG =12, 800K 3 (19.6% ,n=10) 2> T[] %
PEF B TP IXFER) 3 (33.3% ,n=19)  AHLL TR E BE L B (34.8% ,n=16) , £ L FL A&
PEE a1 O SR BB Bl R R mi N S 53 (24.4% ,n=10) JEEH
FRELMEADAR) 2 535 v, v WA P /K ST ) T DR AR CE 3 = 7K, T H Vi PR AR Ve A )
TR AR 52 o 3T A Bl T Bt Ol T () (B R B2 B 2 10051, 200, F HL R 3 B 1 Big o 1
{0 PR DAL VR P52 95 L 2 100-409, 600, 117 3 BL A B HF Bl ot 450 1Y) 5 J ¥ P2 Y Bl &2 10051,
200, - L BaT 1 B 7 Bl oot 50 T 1) 5 s Vi P2 Y L A2 100- 204, 800 o 3 L i 4 7 g o 2H HH 1 7 44
Z 5 # B A5, 20001 06 A5 15 B R0 B J5 0 5, T il 4 P 4 R 1 — 42 538 2409, 600
(107 e {1 47 52 1204 , 8001 £t e ¥ i o S PL AT Bl (13 (6. 1%) 44 BT 52, SH AL,
o] e A LT B 2H 194 (8.7 %6) 44 KB SE T 52 o %o T 00T 2 i T T 1) 25 T T v A 00 o 0 T 12
HL A A0 AR (NAb) S 87 b 32 TF0 A6 B8 1 g ot 100 B 5 DL 5 o I 36 F1R 47 1 ADAF
NAb ¥ o

[0677] R4 :HLZYBLAR (ADA) KB

XR##EH o T #) B B o
N=51 N =49

ADAKZE, n(%) _— -
B R TR Y . ,
‘%?era M, BA AR 47 592)2) 44 E91-)7)

. 2(3.9 2(4.2
A& & A
77 P B BEIADA, n(%) 49 (96.1) 46 (95.8)
B A FHADA, n(%) 4Z 856)9) 4411 852.)7)
BEitADA ; :
: 43 (87.8) 39 (84.8)
[0678] ﬁi:iADA 3(6.1) 4(7.7)
TR #2ADA 2 (100) 2 (100)
873 3R ADA, n(%)

ADAY{E# &, n(%) a3 (16
100-800 : ,
1600-6400 20 (39.2) 20 (41.7)
>12.,800 10 (19.6) 16 (33.3)

ADAR G # A, n(%)

100-800 26 (55.3) 13 (29.5)
1600-6400 11(23.4) 17 (38.6)
>12,800 10 (21.3) 14 (31.8)

[0679]  XbT EA A PEAADAR 2 535 « L IHE B i a , n =47 ; Bl 85 B e, n=144,

[0680] C.4518

(06811 FHLL TR 1 b Fr B a, %o T 3 TLA B T i oW 5% 3] 32 B p RN DG B IR BE 2K 1 6MWT (1
SRR o AE LRI (BPMIPHHD QMFT) A 5 A5 0 A2 v it & (B SF-12MCSPCS) H 8
SR — BN B EE
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[0682]  H. A, 7£ 5549 JAIIN ) 32 L iy TUHFVC %6 Y7 HA S 06 W P Rl Lt 3 o o 4
TR HE 3% (2.89% AL T°0.46% ,p=0.0626) o £F 5549 JE IS FEXF T3 28 1 B 4% 5
OMWTAZ A4 I 7= H 32 B %60 B 1 T oA L 1 o] 260 0 1 Mo ) 5B % (32 21/ 72,19, p=
0.0405) o 73 AR ELLE fi 3 o H S FL 8 HE g« fEMT P HHD QMET IS - 12 (78 5549 J& i A5 %
T 2R A AR Ak T T AR AU AR AR B A B, T 6T MEP (78 3549 JA i AR T-JE 2R 11 A8 1h) L
A )T B T g a

[0683]  FEATS XS HANLEIETT A E LRI FII , 78 AL A 1) 5 7 5549 J8 i B ¥ T 7 Il 287 1
Vil o 45 SRy S8 TR R Y T P R SR B VRO R s S AE B O T JRIINF o T THFVC %6 FHEMWT ) 258 L
o AHVE R A FESIEE LR, 2> 514 20/49 (41 %) F121/49 (43 %) BEAEHIT N B
5 FLHFVC % FIEMWT [ AT FH %k .

[0684] L5 Ry i i 7 Mg e AH EY , S8 BB EF g o 1Y) 22 A PR O 1T e BE A R I B AN VR 9T
21 2 [BII TEAE R & A R ARALL o S5 0T 61 W8 Y Bl a7 MR L, 7 8 5 SCAA TARTE 3 F0 8 B 7 il a
TRIT 2 A R A IR AR

[0685]  Sijitif|2 : 7E K S FL AT By T o, B U DR ) BB LR R LR B
(06861  jtb St 9 Fh ik 1 — Tl I AE JEAT W I PR 70, He F 1738 0 e 14 A0 B G L 3R A
(MRT) 05 SR A 85 B & R g U193 (LOPD) 12 535 I 5 B 38, FE DR S8 BL AR 7 ot
IELESHAT BB 70 R 2 5 2 ) R LR 25 R T 52

[0687]  A.HFFE¥ETT

[0688]  AHHFL B A P MNANE I RFREE 2 v 2 BB (B374) - (1) RS
FUH I Je TV YT I AIE T WIVE I LOPDZ: 5 3 vh ok 3 BL %61 0% 1 i o ) 326 15 77 B2 A 7T (NEOL,
NTC01898364) ; F (2) 7£4H 5+ FENEO LRI 78 I S V6 977 3 AIVE 7 H19E (I LOPDZ: 5 3 Hhodt 3
L8] B B o A A 70 (NEO-EXT,NTC02032524) »

[0689]  ENEO-EXTHFFTH , 75 A LOPDI) B2 5 38 o AL 1 S LA B 1 il 1) S B 22 4
PEFNINRL - B BENURE LR R (MRT) 72 245 30 3)) ) 5 I IR B 24 1 o IR B Ty 38 4% w3 A, 475 it 5 R
EENDhRe IR (F 21 ME & A7 BHE % [d BT FVC % 1 B KIS 77 [IMIP] e KIS 7
[MEP] 164382247 M [6MWT]) o

[0690]  YEFEZEAENEOLHREY , 2 5 R IGTT WA R (WA, n=10) B S i 42 52 1 fo] 28] 4
Hla=91 H (4 ,n=14) AEHE B 7T 2 5F 52 (qow) #:525.10820mg/kg
K A 7 ) S B B T B, RFSE6 H B S E ANEO-EXTHI 2 53 (WG4 ,n=8; %
el n=11) kLB 2 AAT 6 — W 57 &, B BITE20164F 45 4% 4 9 20mg /kg qow. (]
STAZE P 37B) . fii FE E A E &5 B IMRT (LA M1 [1E % 4h ] B4 2% [ & 2 2111
MercuriZrZ&ITIINAL [TIWIMRT B4 s £E0-100 % &% 1113 &iDixon g M7 73 $i; #EAT A%
HEATB2RE IE I T2 AL [T2] /KMRT A5 W 56 — Wi A2 AR 5 5 38 7043 S0 (1) 0 B4 o
[0691]  FENEO1HHZE Bh (BE27 J&) LA Je bt J5 ENEO - EXTHM 7t H A 245 DAk S FL 80 Bl 7 g a Xt
JLPA) &5 KA (P AN ) 25 73 0 52 o

[0692]  TENEOIWHFFH , FEFTH 2 54 R AESLLL A EE27 J8 (W27) B 35 B ) B B L ¥ A6 v 3ol
R S8 AENEO-EXTHE A iGN AE N IR & 2 = 5% 2 5 & h BUE (WG4 ,n=0;
¥R ,n=3) HH TR ZMINIK NIE, WA BEFH TR,

[0693] B.4:
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[0694]  MRT ]y 20 %5 52 51 PR 55 55 LR A 2 1) LA 45 A R A I LAY, I 51 R 36
IR T R MR LA B SR I 45 R R G b A oG o A i 4 AT E MR TR & #H 55 ZNEO LI 7L
(NCT01898364) i} F A LOPDH 2= 5 3 Iy 1 48, 3F B vF4 S BL 1 B 5 B o RENEO - EXTHIF
7t (NCT02032524) (IEAEHEATFINEO LI 7T 2B 1) 2 538 I LRI 45 R 1 52

[0695] I F 2442 535 5 ZNEO LR 5T 1, Ff HAENEOL 5NEO- EXTHI 7t B 2 [8] ) A 3 24
PR, 1742 55 EFT R A o BT PR MR IR ILP 3 K6 A0 B[] i, 3 Fix s 2 53
AR 2 B4 SER R .

[0696]  JEZEHT 1) 2 538 FEAE 7R H AE I 3TCH  FEFR ZEAENEO LB FL I, K A2 Bl v Ak L
BEJE S B TUMAL (TIW) MRT Mercuri 4y 2413 siDixon s SEMR AR 7 7350 5 Ja w19 48 5244
i — 3% (K138) AEFLLRET , K2 H S 5 H IR EKEG% , H BigshDhaeh B2, HHE
WG LLAHLL , B3 20 Fh 1 3R 283 s Dixon g i 4H 70 56 5 (K38) o 2k ZkMercuri £33 58 R 7K~
(SH LM AR %) WA 2% (B39) :MercurifF43 M1 (IEH) MDY Sk LR A B m b i & &, 1
Mercurifg = 21/ B DU Sk LB A BARHE I & & .

(06971 Jig iy 43 5 f 3k Ji8 AT R B e - 36 28 24 {8 K BE IR 15 20 %0, I 3 2R i o) B 620 % -
50% 2 [a]fr) = 5& 2l it i KHUZ 5% (Nufiez-Peralta,C. %5 A (2020) J Cachexia
Sarcopenia Muscle 11 (4) :1032-46) . B% VY LHL3 A Dixonfig 7 7 BB 7 T 46 F AR 5 <
20% (E40AF1E]400) o JEZE L3 siDixonflg 1 73 £ (B 4BFHEI40D) /& 1 VU Sk L. P 24 H1Va 20
% G5 M= 2 W 5 5% B E20% -50 % 2 18] 1 FE 28 Bl 48 LG 107 73 %k, I HLZENEO-EXT
ARG T KN AR — 25 55 W IR A8 LG 23 ZE i [a) 4 1, i KAt 2= 5
HRE W AWNRE S 53 W L0 2 555 B >50 % I 3L 26 i 28 LR 5 0 20, b 4
A —ANFRE T A B e i B2 A6 P 48 AL g 7 43 580

[0698]  FENEO-EXTHI 5T AR, B VU Sk WUANJE 28 L3 D i xon fig B 43 0 K T2 GiEAT e A it
ITBL R AR IE) VLA B E TR e K 2 502 55 Th A Kk 4 . 541 S B R8T EF e N T8
FERETE 1) o W7 43 00 6 41 AFGE T 38 28 (1) AR AL TE 1 7 4 RN 49 4 0% i DO Sk LR 43 31 20 . 3
F1-0.02, H HAEVIE A W F RSB LR 43 )2 1. 2F0-1. 8

[0699] (.45 %

[0700]  FEAFFLITUAET , & MR VPl LD M b 2 1 523 S D8 DL 38 S LY , 5 B 2 30
5ie K12 3 Dh g 2 mi Rk . L PLAEIHE B G fEVR T H1iE (WIE ) A 1R IT & D (i 2H)
W5 2 5 v BoR BRI R ER 103 77, Gl f e MR TR 5 70 20T R n 1 . X 5 R & 1897
T LOPD A 3 42 5] 487 4 7 il 52 o R AT P R 7 25 AR I 4 2 T2 At L o 5 - MO T R 2R 381
JE 7 5 A0 2 90 T AR BT YU T T, 0 3 R s 7 2 1 B I e 1) O R BT B KA
H R AT 33— 0 0 B AR R A 5« o8 MR IR 5 20 BCF UL PR Zh e i 4 gt 1 FH T 1 PRk
B 5 R R RPN TR RO
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53 XA # i a P #45% a &7t
N=100
N=51 N=49
F#(¥)
#1a (SD) 46.0(14.5) 50.3(13.7) 48.1(14.2)
w4 (Min, Max) 47.7 (16, 78) 48.9 (20,78) 48.5(16,78)
A, n(%)
L3 27 (52.9) 25 (51.0) 52 (52.0)
.y 24 (47.1) 24 (48.0) 48 (48.0)
AR, n(%)
THA 3(5.9) 0 3(3.0)
BHA/EHELEBA 1(2.0) 2(4.1) 3(3.0)
afA 47 (92.2) 47 (95.9) 94 (94.0)
%, n (%)
HREFHERILT & 3(5.9) 12 (24.5) 15 (15.0)
AREFFHIBT 44 (86.3) 32 (65.3) 76 (76.0)
AR 4 (7.8) 5(10.2) 9 (9.0)
K%, n (%)
B 31 (60.8) 21 (42.9) 52 (52.0)
b ¥ 14 (27.5) 20 (40.8) 34 (34.0)
BTEM 2(3.9) 7 (14.3) 9 (9.0)
T KF# 4 (7.8) 1(2.0) 5(5.0)
K4
e XE##EHHa BT # 335 a &t
N=100
N=51 N=49
B ZFVC & Ht1a%
#14 (SD) 62.5(14.4) 61.6(12.4) 62.1(13.4)
¥ & (Min, Max) 65.5 (32, 85) 60.8 (39, 85) 63.2 (32, 85)
OMWT (F473E%), m
344 (SD) 399.3(110.9) 378.1(116.2) 388.9(113.5)
$4& (Min, Max) 415.7(118,630)  387.0 (138, 592) 403.5 (118, 630)
OMWT & 7 +1 4%
¥4 (SD) 57.3(15.0) 55.3 (16.6) 56.3(15.8)
P4E (Min, Max) 61.0(19, 86) 56.6(23,102) 59.1(19,102)
B IZMIP & A %*
#18(SD) 59.9(47.1) 60.6 (41.0) 60.3 (44.0)
P4 (Min, Max) 47.6 (9, 263) 51.1(18,234) 48.1(9,263)
5 I MEP & 1 #1{i%*
¥4 (SD) 65.77(38.97) 74.83 (35.22) 70.25 (37.25)
#4E (Min, Max) 54.21(28.7,232.5) 68.00(19.7,201.1) 59.56 (19.7, 232.5)

415

102



5/56 T

B H M [E

.\L

CN 115916245 A

(8'0L'2v2) 1205 (069 ‘¥'0€) ¥2'2S (8'0L'2¥2) €5 LY (xey ‘L) B

(ov'6) Zv 6% (69'8) 8505 (LL'0L) LE8Y (as) g4
g6=u gp=u 0g=u (SOW) ZL-4S

(e 25'¢'9L)0V'SE (e 25'€'9L)909€ (6'65'8°LL) LO'GE (xew ‘L) B

(09°8) ge'9¢ (ov'6) 92°9¢ (28°2) 66'G¢ (as) o6
86=U 8p=u 0G=u (80d) Z1-4S

(029 ‘0°2L)00' LY (0'£9 ‘0'6L) 0S'EY (0'£9‘'0°ZL) 00'LY (xew ‘i) Brd

(zZeoLiLy (gs0L)ogzy (stoLez Ly (as) g6
/6=U 9p=u G=U L4WO

(0°Zzse'o'sze) 00062 (0°8128'0'628)05°22vL (0'225E°0°€2E) 0S'E6L) (xey ‘i) B

(£2'919) 8¥'S6€EL (16'¥09) 919911 (¥¥'629) Sv'0EEL (as) o
96=uU Op=u 0G=u $E ‘(WL) QHH

6¥=N LG=N
00L=N
By DN DL HBHX ¥¥

K6

103



6/56 T

BH B Mt E

.I

CN 115916245 A

16°0 96°0 R G+
(8°6)8'22 (5'0)8'¥2 (0S) BV F 8 bt
B “lal a4 (0S)
(69'2) 69'01L (rL'0)9S°LL G EF R Yl
6¥=N 1S=N
D58 W DEEHBYY

K7

104



CN 115916245 A

" B B M &

7/56 T

At T A & LS 1E (SE) T4 (%)

3.5

2.5

1.5

0.5

FVC & 1 #H48%
AR 2] 49 B LS H L3 B AL

F "

+2.43 p=0.0074
(F1E=1.1%)

359 tV ...'('. \0“"’"’ '.‘i',rf o
ﬂummu"?

‘\'\

,\,.. 289%““‘?

p=0.0626

% \':,' .:':‘t'

”'__'.5'/ i

A% 43

PR 5:.‘\’% c\‘." ,‘;% St o3
ST T Eh R LA,
P e e T s L ) et N AN

X g S Y A 0

:l\ s ’\} ": ‘. = !".’;’.

iEﬁﬁ#ﬁa FT #4888 a

F48A

105



CN 115916245 A W BR B 8/56 T

OMWT SE 3 (m)
AR 2 FA9 B LS TR
40 L T
__.< +30.01 }-——
35 i ST
~ p=0.0405
2
!
g
=
-4
=
¥
o
£
o
®
RS
4
{ 2.19 |
LR K% a BRI E Q

8B

106



CN 115916245 A -IH' HH :I:; Bﬁ 9/56 71

FVC & 1 #+15%
MR & B F49 B LS 4E T 4 (95% CI)

-0.13 243 4.99

T T T T T
-4 -2 0 2 4

XHET R Q 2 SO R L £ T
(JFE=-1.1%): p=0.0074

p=0.0626
E9A
OMWT 32 % (m)
ME & B F49 B HLSHEE 4 (95% CI)
1.33 30.01 58.69
i i i i H ] 1
-60 -40 20 0 20 40 60
XHFTRBETSEQ IHXRLBBTE
p=0.0405

9B

107



CN 115916245 A .IH' HH :I:; Bﬁ 10/56 71

FVC & i #H{A%RILS 1A T 4L
3 E&RBFIA
: %
H o
& 3 =
S \/ +2.89%
% j
g 2
R
=/
: 1
<
= .-""‘? ------ R— ) i T 40.46%
o= +
-~ XEHBEEa
1 -~ I HE B
FY ] #1374 #2508 #3754 $497
K10

108



CN 115916245 A .IH' HH :I:; Bﬁ 11/56 71

OMWT SE 3 (m) A9LS39{E % 4L
PSR 20)

40

OMWT SE 3 (m) #9LS3444 (SE) Z 4L (m)

] 4219

E ¥ F138 #2508 F37H F49H

K11

109



CN 115916245 A -IH' HH :I:; Bﬁ 12/56 71

OMWTSE 3 & T A% A9LS A T L
E&2F49A

7
)
o 6
% ) / +5.02%
T
i
R
R
|
77
=S
A0
»E
B ]l +0.31%
5

2

%1 #1378 F258 #3748 F49R

110



CN 115916245 A

W OB B M 13/56 Ti

MIP & A% #ILS ¥ 18 T 4L (SE)

MIP & 71 i 18%
LS3gfE%ib: A& % F49R
T -~ XEHBFEEa
- FHEEEEa
/‘.“\
----- A —M .29
Yeu 1 (3.84)
" TR N {1 287
o o (4.04)
x5 F135 %250 #3778 FA9R

£ F+ (LSH1A[SE]) : 2.58 (5.59); p=0.6451
95% Cl: -8.54, 13.7

Kl 13A

111



CN 115916245 A -IH' HH :I:; Bﬁ 14/56 71

MEP & 1 +115%
LS T/: XX 3 F49A

10
o
L 8
&
oy 1]
w 6 ¥
v I;;L. . 5.00
% . T A S (4.20)
g ¢ 4 v 4'-5;-0-\‘
E " B
. 2.39
e 2T (4.00)
af o + | 1
& 0
= e iEﬁﬁ#ﬁa
& -3 MHEHEQ
-4
£ #1348 %258 #3748 F49R
£ 5 (LS394E.[SE]) :-2.61 (5 83); p=0.6557
95% Cl: -14.11,

K| 13B

112



CN 115916245 A .IH' HH

F M 15/56

HHD £ 449 (4-31) #9LS 3444 % 4L (SE)

QMFT ¥ 13 9 #9L.S 3548 % 4L (SE)

HHD £ &%
LS3HET/: X&R2 F49A
N
=Lk “ 260.69
200 J] +
......... 153.72
150 e l (48.54)
-100 / ________ -f?"
50 ',v" T-
O -
E ¥ #1348 $2558 #3758 F498
K14
QMFT &390 F9LS34 & 4L
: ERBF9R
4.5 T T
3.98
4 . )+ (0.63)
3.5 M |
25 F ¥
| 1.89
- % e T o —" (0.69)
15 / JL "o"' 3 B l
1 L
65 P - CEHBER
; rj/.v' -k M##EEE
0
AR F134 %251 %378 %498

K15

113



CN 115916245 A -IH' HH :I:; Bﬁ 16/56 71

SF-12 PCS#349

) LS3{ET/: XK 3 F49A
o 35
Z)
)
5 3
® 25
i 2.37
£
* 2 (0.99)
15
& 1.60
N (1.07)
|
&

e ¥ [ LEMBES

. T %) 48 5 88

%1 #1348 F258 #3718 F9R

£ 7 (LSHMA[SE]) : 0.77 (1.48); p=0.5996
95% Cl: -2.13, 3.67

Kl 16A

114



CN 115916245 A -IH' HH :I:; Bﬁ 17/56 11

SF-12 MCS7F-4
LS3A T : A& F495

5
e
7}
& W~ 2.88
:;‘ (1.22)
&
o
g

0.76
? (1.32)
7

P ¥ F134 %258 F37R F49R
£ 7 (LS344A[SE]) : 212(1 .80); p=0.2427
95% Cl: -1.46, 5.6

K| 16B

115



18/56 71

1z I

.I

CN 115916245 A

(2'2¢) 9L (g'62) €1 LBXXFE L) W
(02) 1 0 VAL L X F 4
(Z9v 0 VI X FTEE
(epL) 2 (811)9 WIILYE
(L'9)e (02t WVINE AW R YNGR

(5'v2) 21 (2G61)8 VILE &

(0'8Y) ¥2 (0'5¥) €2 VAL ¥ LHEE

(8'L6) GP (£98) v¥ EVENL
6v=N LS=N

D iy 58 [ Lo DL HEYX

K17

116



CN 115916245 A .IH' HH :I:; Bﬁ 19/56 11

FVC & 1 ++15%
LSHET: FA9RZEFITA

O.M—'

1.5
a
2 1
!
=
®
4 05
£
= & 0.15%
?é_ (1.06)
S
s

0.5

~f- ##%E&(n=20)

-1
F49 %978
95% Cl: -1.95, 2.25; p=0.8854

K18A

117



CN 115916245 A .IH' HH :I:; Bﬁ 20/56 T

6MWT 35 %

- LS T : FA9RERITH

32

24 23.32

(13.69)

16

OMWTSE % (m) 49LS39 45 % 4L (SE) (m)

- #REE (n=21)

49 7 %97/

95% CI. -3.87, 50.51,; p=0.0918

K| 18B

118



21/56 Bl

B H M [E

.I

CN 115916245 A

HRLLIVGFNELE LW RYFF TR LU YR H O RELIY
CEFW (BIELeR) RUNILZTIHH DY RUITE
CEFVWRHG (I Ldk) BUVILTIHHTHRLLIN

“hH UGB LU RRGFHUUNY (G " FuF LRGN —LEYUHEL ©

o 0o

CHHHFFEEHERFFONUNRHHFNEE

{0op) oy (6t¥) 22 (L 10wz EREFWUSHTTUNYR I L6%T
(001) 001 (001) 6P (001) 1S HHRHFE
(0g8) S8 (9'6L) 6 (Zos)op ¥uoH
(00L) 004 (001) 6% (001) 1S qlljw
YWY
1)1 0 (02) 1 N¥
(0ele (02) 1 (6¢)z 16 304
ER RN T TE
(15787 (021 {8'g)e LE8L6E hdIAT Y ¥
0 0 0 L2th hdl WX
(0'18) 16 (8°28) £ (Lv6)8h Yty hdlILFRT
{0°56) 66 {8'68) vv (004) LS hdlIVE
0 0 0 hdlIVEY¥
{0'g6) G6 (8'68) tv (001) 1S L4808 hdVdW %
(0L) 1 021 0 w¥
(0v) v ({zo)y 0 28 S 4
1 9 6o T o [ 3 dVd
{0g)e (o s 0 LESLLH i dVdT Y
(00L) 001 (00L) 6 (001) 1S AR FFHLIFETVUYH
0 0 0 AR FFHYIG¥E YUY
- (6v=N) (15=N)
E PHENEN  DwkadX 0 U g

K19

119



% BA

B O E

CN 115916245 A 22/56 T
4 W tammsHa  MowEwa A
(N=51) (N=49)
$# (%) X¥ 51 49 100
314 (SD) 46.0(14.5) 50.3(13.7) 48.1(14.2)
F{E 477 48.9 48.5
Min; Max 16,78 20; 78 16,78
S8 (9)-24 'S 2 5l 49 100
<18 1(2.0) 0 1(1.0)
218 H <45 23 (45.1) 19(38.8) 42 (42.0)
245 27(529) 30(61.2) 57(57.0)
A, n(%) ¥ 51 49 100
Fk 27 (52.9) 25(51.0) 52 (52.0)
B Y 24 (47 1) 24 (49.0) 48 (48.0)
AFE, n(%) ¥} 51 49 100
M B RAR 0 0 0
BT iAo £ FA
THA 3(5.9) 0 3(3.0)
BAARIES 1(2.0) 2(4.1) 3(3.0)
£BA
IARELFR 0 0 0
ARXFEHA
affA 47 (92.2) 47 (95.9) 94 (94.0)
A% 0 0 0
%, n%) & 2 51 49 100
BEFHRETH 3(5.9) 12(24.5) 15(15.0)
FRBEFHRBLT# 44 (86.3) 32 (65.3) 76 (76.0)
A 4o 0 0 0
A% 4(7.8) 5{(10.2) 9(9.0)
X%, n(%) ¥¥ 51 49 100
& 31(60.8) 21 (42.9) 52 (52.0)
I 3 14 (27.5) 20(40.8) 34 (34.0)
BETEMN 2(3.9) 7(14.3) 9{(9.0)
T KF ¥ 4(7.8) 1(2.0) 5(5.0)
% ¥ (kg) ¥¥ 51 49 100
¥4k (SD) 77.8(22.1) 79.3(18.2) 78 5(20.2)
& 45 759 786 76.4
Min: Max 38; 129 46; 139 38; 139
s K {cm) 'S 2 51 49 100
¥4 (SD) 170.9(9.7) 172.0(8.9) 171.5(8.3)
L 169.8 171.5 170.3
K 20A
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X Ak tAf#FHa  MEAERa B
(N=51) (N=49)
Min; Max 145:193 158; 191 145; 193
BMI (kg/m2) *¥ 51 49 100
#14 (SD) 26.39 (6.79) 26.69(5.42) 26.54 (6.13)
L2 25.40 27.40 26.45
Min; Max 14.0;42.7 16.9:44.6 14.0;44.6
B IH], n(%) F7% 3 51 49 100
Ak 21(41.2) 17(34.7) 38 (38.0)
185 18 (35.3) 20 (40.8) 38 (38.0)
EVEA—k 4(7.8) 3(6.1) 7(7.0)
EVER—K 5(9.8) 5(10.2) 10 (10.0)
EVHEA—K 3(5.9) 4(8.2) 7(7.0)
M2 &, n%) ¥ 51 49 100
#5418 1(2.0) 0 1(1.0)
S#> 18, BA 1(2.0) 0 1(1.0)
S$H> 18, FHA 10 (19.6) 11(22.4) 21(21.0)
FVC < 55%, B ARt
SH> 18, kHpEA 5(9.8) 5(10.2) 10 (10.0)
FVC < 55%, B AR
$%H> 18, FHA 15 (29.4) 14(28.6) 29(29.0)
FVC = 55%, B A4
S>> 18, khd A 19 (37.3) 19 (38.8) 38 (38.0)
FVC > 55%, B A+
K208
S %H¥F  yREmFHa MAAFSR (ﬁ;’gm
(N=51) (N=49)
N5 d
Zd bk ) KB [n(%)] ¥ 51 49 100
b3 1(2.0) 2(4.1) 3(3.0)
% 50 {98.0) 47(95.9) 97(97.0)
NYHAS /5 & 355 & [n(%)] ¥ 51 49 100
P 0 2(4.1) 2(2.0)
114 1(2.0) 0 1(1.0)
1114 0 0 0
IV 0 0 0
% 50 (98.0) 47(95.9) 97(97.0)
SHE R 62 [n(%)] ¥ 51 49 100
P2 0 4(8.2) 4(4.0)
% 51 (100) 45(91.8)  96{96.0)

E21A
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s WHE trasERe  MEER. (S
(N=51) (N=49)
BRSELR [n()] H¥ 0 3 3
SERF 0 2(66.7) 2(66.7)
SRRk 0 0 0
Hie 0 1(33.3) 1(33.3)
H3/ B3/ %hABE 5E " & 35
B 'y 2(3.9) 4(8.2) 6 (6.0)
% 49(96.1) 45 (91.8) 94(94.0)
% A ik [n (%) ] S 3 51 48 99
R 6(11.8) 4(8.3) 10(10.1)
% 45 (88.2) 44(91.7) 89 (89.9)
e 'S 3 51 9 100
4
KA X [n (%) ] Z 0 2(4.1) 2 (20)
% 51 (100) 47 (95.9) 98 (98.0)
BREAAIN®] ' 3 51 49 100
: 3 (667 B8 6o
3 45 (88. . :
SRR s (88.2) (87.8) (88.0)
. 51 49 100
LE-ORG)] y 120 - 1(10)
% 50 (98.0) 49 (100) 99 (99.0)
% [n(%)] I7e 3 51 49 100
Iy 10(19.6) 9 (18.4) 19(19.0)
% 41(80.4) 40(81.6) 81 (81.0)
A E—FVIX i , n
s ®x¥
KRS In ()] <5 10(100) 9(100) 19(100)
5-10 0 0 0
>10 0 0 0
BREL [n(%)] % 51 49 100
Y 12(23.5) 18 (36.7) 30(30.0)
% 39 (76.5) 31(63.3) 70(70.0)
W RBREL, ¥5
RTHITRRIR? 7 3 12 18 30
) 9(75.0) 10(55.6) 19(63.3)
5 3(25.0) 8 (44.4) 11(36.7)
a6 BR 5 % F e 51 49 100
s Ll ,&i 10(19.6) 13(26.5) 23(23.0)
% 41 (80.4) 36 (73.5) 77 (77.0)
E A1 & 64 A [n (%) ]
78 3 51 49 100
A 13(25.5) 11(22.4) 24(24.0)
% 38 (74.5) 38 (77.6) 76(76.0)
21B
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ren

GHEF SREEESQ

FT #4835 56 a 34

(N=100)
(N=51) (N=49)

WA F 8 H L

LREAMALA[nG)]
#¥ 51 49 100
R 31 (60.8) 24 (49.0) 55 (55.0)
% 20 (39.2) 25(51.0) 45 (45.0)

FROMA LS [n®%)]
¥ 51 49 100
z 48(94.1) 42 (85.7) 80 (90.0)
% 3(5.9) 7(14.3) 10(10.0)

KA [n(%)] #¥ 50 49 99
2 13(26.0) 9(18.4) 22 (22.2)
% 37 (74.0) 40(81.6) 77 (77.8)

KA o 04 F

AF#HIn%)] I 2 17 15 32
2 0 0 0
5 17(100) 15(100) 32 (100)

% RT3t H A O

& RAHEAEE [n(%)] ¥ 17 13 30
£ 0 1(7-7) 1(3.3)
% 17(100) 12 (92.3) 29 (96.7)

£FE%[InG)] #¥ 51 49 100
£ 0 2(4.1) 2(2.0)
% 51(100) 47 (95.9) 98 (98.0)

NFAVERT

EFRBEAINK] #¥ 4 7 11
£ 0 0 0
% 4 (100) 7(100) 11(100)

LATaF 9 E o

ERHEHEE [n(%)] 'S 2 4 8 12
3 0 0 0
% 4 (100) 8 (100) 12(100)

LT AING%)] #¥ 50 49 99
£ 48(96.0) 48 (98.0) 96 (97.0)
% 2(4.0) 1(2.0) 3(3.0)
V223 0 0 0
fATA?

By kA

448 A [n(%)] #¥ 51 49 100
A 41 (80.4) 38 (77.6) 79 (79.0)
4 7(13.7) 9 (18.4) 16(16.0)
WS 2(3.9) 3(6.1) 5(5.0)
0 0 1(2.0) 1(10)
£ 4(7.8) 4(8.2) 8(8.0)

RAAKE

BN AL 658 () 3 - P 100
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e it tRMHFR  MR#EH. AT
(N=51) (N=49)
#14 (SD) 44.73 (14.74) 4816 (14.64)  46.41(14.72)
LA 47.05 47.34 47.14
Min; Max 10.8;77.7 17.1;76.7 10.8; 77.7
B N ARG F— K
W &8 () £'e 3 50 49 99
¥)18.(SD) 32.94 (16.58) 37.73(15.74)  35.31(16.27)
LA 32.35 39.42 38.89
Min; Max 3.8:66.3 6.1;73.2 3.8;73.2
M M 75 o 2 5F 50
Bty F— ki
g atia (A) *¥ 51 49 100
#44 (SD) 15.60 (32.06) 26.52(59.86)  20.95 (47.82)
L 6.08 7.85 6.92
Min: Max 0.5; 1565.2 0.3;328.4 0.3; 3284
MR 7 84 5 — 5 4K 2] BF R
Bty F—kmizehntiE (A)
®¥ 50 49 99
EYAG)) 160.36 (131.71) 151.78 156.11
(120.90) {125.91)
AL 137.91 124.91 128.92
Min; Max 10.5; 698.9 50,4584 5.0:698.9
BRNAGEHL[n®%)] g 51 19 100
£ 13(25.5) 15 (30.6) 28 (28.0)
% 38 (74.5) 34(69.4) 72(72.0)
HEZRENAE[n%)] ¥ 13 15 28
S 0k 12 (92.3) 15 (100) 27(96.4)
% 0 0 0
¥ 0 0 0
¥/ RE 1(7.7) 0 1(3.6)
T 0 0 0
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A3 & HAFVC (%) ¥ 51 49 100
#14 (SD) 62.5(14.4) 61.6(12.4) 62.1(13.4)
P {h 65.5 60.8 63.2
Min; Max 32:85 39; 85 32,85

* €1 6MWT &) 3 47 SE & (m) 78 3 51 49 100
#14 (SD) 399.3(110.9) 378.1 (116.2) 388.9(113.5)
# 1§ 415.7 387.0 403.5
Min; Max 118; 630 138; 592 118; 630

BMWT (& #iH1a%) ¥ 51 49 100

K224
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CN 115916245 A W BR B 28/56 Tl
i wity  LAEEFHa  FARTR. S
{N=51) (N=49)
¥4 (SD) 57.3(15.0) 55.3 (16.6) 56.3 (15.8)
L 61.0 56.6 59.1
Min; Max 19:86 23; 102 19; 102
Bz EHAMIP %(%)° 7% A 50 49 99
344 (SD) 59.9(47.1) 60.6(41.0) 60.3 (44.0)
A 476 51.1 48.1
Min; Max 9; 263 18,234 9: 263
B hHITMEP % (%) ¥}¥ 50 49 99
¥4 (SD) 65.77(38.97) 74.83 (35.22) 70.25 (37.25)
i 54.21 68.00 59.56
Min; Max 28.7,2325 19.7; 201.1 19.7;232.5
HHD (F &%)
E580 ®x¥ 50 46 96
44 (SD) 1330.45 (625.44)  1466.16 (604.91)  1395.48 (616.23)
i ] 1193.50 1427 50 1290.00
Min; Max 323.0; 3522.0 329.0; 3218.0 323.0; 35220
& FTHHD %
(FR) 2482 7S A 50 46 96
314 (SD) 40.05 (21.76) 45.02(23.27) 4243 (22.52)
L 30.51 40.60 38.61
Min; Max E 127 96;: 1194 7.1:1194
HHD (L A
AR AR & 2 46 47 93
318 (SD) 1535.95 (673.60)  1608.56(633.95)  1572.65 (651.32)
LA 1380.00 1501.00 1439.00
Min; Max 350.5: 3869.0 347.0;: 3102.0 347.0; 3869.0
& FHHHHD %
(ER) 2482 #¥ 46 47 93
¥#)44 (SD) 131.57(59.26) 142.08 (65.59) 136.88 (62.42)
L] 104.92 131.10 123.00
Min; Max 42.1:269.8 34,7, 265.6 34.7: 2698
QMFT ¥}¥ 51 46 97
344 (SD) 41.29(10.15) 42.30(10.58) 41.77(10.32)
L] 41.00 43.50 41.00
Min; Max 17.0; 63.0 19.0;63.0 17.0; 63.0
SF-12 (PCS) & 2 50 48 98
¥4 (SD) 35.95 (7.82) 36.76(9.40) 36.35 (8.60)
LA 35.01 36.04 35.40
Min; Max 17.8:55.9 16.3; 57.3 16.3; 57.3
SF-12 (MCS) )44 (SD) 50 48 98
i 48.31(10.11) 50.58 (8 69) 43.42 (9.46)
Min; Max 47.53 52.24 50.21
K228
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CN 115916245 A 'IH HH :F; Bﬁ 29/56 U
Ex Gt ¥ LEMBEHa  FHEFRQ (pﬁ"fgo)
(N=51) (N=49)
Min; Max 24.2.70.8 30.4;65.0 24.2:70.8
GMFCS [n(%)} 'S 3 51 49 100
14 10{19.6) 14 (28.6) 24 (24.0)
114 36 (70.6) 27(55.1) 63 (63.0)
114 5(9.8) 8(16.3) 13(13.0)
IV 0 0 0
V& 0 0 0
OMWT B 49 3 47 % 8§ 2 51 49 100
R, gl R R 4(7.8) 3(6.1) 7(7.0)
EEFH 1(2.0) 1(2.0) 2(2.0)
— A 0 2(4.1) 2(2.0)
AA B 0 0 0
WRMITE 0 0 0
RANITE 0 3(6.1) 3(3.0)
#ER 0 0 0
F e 2(39 1(2.0) 3(3.0)
AH 44 (86.3) 39(79.6) 83 (83.0)
B ABRMARAAF—KRERZNHREAE R
a. AASEMER THRTY AR LG EL, A TFHE 7Y
& B EF LT & FAMIPAMEP %.
K22
s Rt ¥ LEMAFBQ MH
{N=51) (N=49)
CEAE R ¥ ¥ 51 49
¥auiE(A) 314 (SD) 11.56 (0.14) 10.69 (2.69)
i 11.53 11.50
Min;Max 11.4;124 0.5,11.8
HRBMEES IS 2 51 49
#HEME, n (%) <=3 A 0 3(6.1)
<3-<=6 A 0 1(2.0)
<G-<=9 MA 0 1(2.0)
<9<=12 A A 50 (98.0) 44 (89.8)
>124A 1(2.0) 0
L&A * 51 49
Shiks ik 50 24.8 (0.5) 228 (5.8)
& 4h 25.0 25.0
Min; Max 23;25 1:25

K23A
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CN 115916245 A -IH' HH :I:; Bﬁ 30/56 L
5 RitF LR M BT a MR
{N=51) (N=49)
ey ] 29
)44 (SD) 0.96 (0.01) 0.91(0.19)
i ] 0.96 0.96
Min;Max 1.0;1.0 0.0:1.0

REOFGEME: st TFHANETPP &AL ETPPHR1RRZOR - PAPT & E1 k%0 1,

st FABFANETPP AR 3L: PAPP ARG HIE A+ 14 — PAPP & F 14472 8 1.

XEMBHEH q AOEENTTHEPF LAPAPHAESZ —ALXAABTHaREzHEL,

FT#) 484 88 o 40 036 £m | TTEAR P S BAAPAPK] F R4 L FT R B8 a 9 &4,
BEFRAF—RBE ARG M7 8 Bt e,

K|23B
%t LEMAEES BT # 4B 5 a £
(N=51) (N=49)
£138 M 3.05 0.65 240
SE 0.78 0.81 1.13
95% Cl 1.50,4.59 -0.95,2.26 0.16,4.63
4k % #bk hpli® 0.0026
b plh 0.0363
#2508 A 3.21 0.57 2.64
SE 0.80 0.84 147
95% C! 1.62,4.80 -1.10,2.24 0.32,4.96
4k % #obk hplhd 0.0018
A plh 0.0259
BI7TA  BiHE 2.21 0.55 1.66
SE 1.00 1.05 1.45
95% Cl 0.23,4.19 -1.53.2.64 122,454
4k % #obk B p b 0.0603
PR B pli 0.2556
g49p8 fEHE 2.89 0.46 2.43
SE 0.88 0.93 1.29
95% Cl 1.13,4.65 -1.39,2.31 -0.13,4.99
9k % bkt p b 0.0074
3k thplh 0.0626

a. X FMMRMAE &, A G IERKRFVC (LHHEY, %SAHEE), ABRZHKBHEA,

SBHAYH, AEH), BAA., A, BHASGAZAHIEENA.
b. % BB FIAER-1. 1%

K24
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B H M [E

CN 115916245 A 31/56 T
%t POTRERAOBZ B ER
EHFAORAFOTR AN T EEHE 20
#i{a 0.15
SE 1.06
95% Cl -1.95,2.25
pfi 0.8854
AATHET R G F4IFAETPF MG 5ALEY & HAHFVC %33R,

H EMMRM &L 34 4 Bl & B B &) 7 Al AntE A M A B 89 T KA.
K25
L) RAF  SAHATHC  MEEESQ £#
(N=51) {N=49)
%138
AastFA&H it 18.02 15.11 2.91
OMWT .55 3 % 4L SE 8.79 9.16 12.75
95% Cl 0.57,35.47 -3.09,33.30 -22.41,28.24
3 b 0.8198
#pfh
AA 5t T A 2 69 GMNT Wit 2.84 1.96 0.88
& HAESE A e 1.35 1.41 1.96
95% C 0.16,5.52 -0.84,4.76 3.024.77
b 0.6559
dpfh
%255
AastFAZH tEit1i 27.26 9.58 17.67
OMWT .58 3 & 4L SE 9.98 10.41 14.48
95% Cl 7.4347.09 -11.10,30.27 -11.08,46.42
V% e 0.2253
fpfi
Aa 3T A & 49 6MWT Wit 4.23 1.13 3.09
& HAES T A SE 1.54 1.61 2.23
95% i 1.17,7.28 -2.06,4.32 -1.347.53
% &,}i 0.1697
#pli
%378
st F ALY #iHE 2843 15.49 12.94
OMWT .36 % % & SE 9.06 9.48 13.17
95% Cl 10.44,46.42 -3.34,34.31 -13.20,39.09
% 0.3282
#pfh
K| 26A
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CN 115916245 A 'IH HH :F; Bﬁ 32/56 T
AR RAF  FRHAFH.  MEAETSq E#
(N=51) (N=49)
A8 3T F A 4 69 6MWT tiHE 4.44 2.14 2.30
& HAHES T 4L SE 1.40 1.47 2.04
95% Cl 1.66,7.23 -0.77,5.05 -1.74,6.35
B 3% b 0.2612
#pih
2498
CREE L f&iHi 32.21 2.19 30.01
OMWT % 6. T 4L SE 9.93 10.40 14.43
95% Cl 12.47,51.94 -18.48,22.86 1.33,58.69
% i 0.0405
#pii
Aa st A 4 69 6MWT itk 5.02 0.31 4.71
& HA A% T SE 154 1.62 2.24
95% Cl 1.95,8.09 -2.90,3.52 0.259.17
%0 0.0386
#pfd
OMWT: 694 F 473X, MMRM: & 2 0% 694 A,
OMWT SE % S9MMRMAR & 4+ 3+ X X BT OMWTSEH . X & & HHFVC %o
AZOMNT (AAHATHES) . hAHABRKEHFH (AT,
A&H) | WA, BAE, AT ETATEAERETAE,
OMWT & 1 7+ 1A% AOMMRMAR &) 41 2 X 4% B OMWT & 73+ 1i%, A& &
HFVC %A K ZOMNT (5% « AHBRZABHFH (RY
i, REH) | BAL, BFE, FAASTSTAXEIARETAE,
K268
4.3t % FOTR L RA9F Z a6 £ R
BEHRAIRARITAM LM T XA HF 21
f&iHE 23.32
SE 13.69
95% Cl -3.87,50.51
pfh 0.0918

PAHEEAT R A F49 B AETPP &9 MG 1740 B OMNT 348,  ELMMRM &, 3564k H Bl 2

BB G A AE A AL 8 LKA

%27
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CN 115916245 A 33/56 L
AR RAF LA MEFH. MHEES ER
(N=51) {N=49)
#1378
B ZMIP & 1A% f&iH1h -1.18 -0.39 -0.78
st FEARG TR SE 3.70 3.84 535
95% Cl -8.55,6.19 -8.03,7.25 -11.439.86
pfh 0.8837
B EMIP & 1% it 1.19 5.28 -4 09
AT TFERGTR SE 3.65 3.78 5.29
95% Cli -6.07,8.44 -2.23,12.79 -14.60,6.41
pii 0.4412
%255
HEZMIP &M 1E% i 2.29 -3.15 5.44
rastF ARG TR SE 3.35 3.52 4.88
95% Cl -4.37,8.95 -10.16,3.85 -4.26,15.14
pfh 0.2676
B IMEP & Hit1E% Fih 4,03 2.90 1.14
st FEARG TR SE 3.12 328 456
95% Cl -2.18,10.24 -3.64,9.43 -7.94,10.22
pfh 0.8034
i it i 8 2
B IMIP S HHEY &7 -0.85 3.31 45
ﬁﬁf;ﬁégi SE 3.73 3.92 5.43
95% Cl -8.28,6.57 -11.12,4.50 -8.35,13.25
pii 0.6527
B ZMEP & Hiit 1% itk 4.19 4.02 0.17
At F ARG TR SE 3.79 3.97 552
95% Ci -3.3411.72 -3.88,11.92 -10.80,11.14
pfi 0.9758
2495
B IMIP & HH1E% it i -0.29 -2.87 2.58
Aast F ARG TR SE 3.84 4.04 5.59
95% Cl -7.94,7.36 -10.92,5.17 -8.54,13.71
pfi 0.6451
B ZMEP & #t1E% fHE 2.39 5.00 2,61
st F ARG TR SE 4.00 4,20 5.83
95% Cl -5.59,10.36 -3.36,13.36 -14.22,9.00
pii 0.6557

MMRN: € 20 ¥ 49 B A AL A

MIP & 51 3+ (A% AOMMRMAR B 41 3¢ & R WM IP & B3t 4%, 4k B 2 2 695
(A%, A&w) | WA, BAa, Gillan b LA RETA%.
MEP & 1 #1 4A% S MMRMAR & 41 3 K &% BYMEP & F3H 1%, 48 A Bl 2 2k 3 69
(RFit, R&M) | WA, &7, TAAETETAXIERETRE,

K28
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B H M [E

34/56 Bl
PATIA G1¥  tEABES. MESTSq £
(N=51) (N=49)
2135
148 it 146.80 87.29 59.51
A FRARG TR SE 38.26 40.18 55.80
95% Cl 70.75,222.86 7.41,167.17 -51.40,170.42
pli 0.2891
eaugy, smitas B 3,68 2.39 149
At FARH T 95% Ci 1.16 1.20 1.68
ol 1.58,6.18 0.014.77 1.84,4.82
0.3767
%257
14839 i 214.54 99.16 115.38
st F ARG T SE 41.42 43.64 60.43
95% Cl 132.22,296.87 12.44,185.89 -4.71,235.48
pfi 0.0595
BEWAS, &HHEY it i 5.21 313 2.08
FastFARH TR SE/ 4 1.26 1.32 183
0 2.70,7.72 0.50,5.75 -1.56,5.73
P 0.2590
%378
2689 i 22941 158.83 70.57
st F ARG T SE 40.53 42.49 59.01
95% Cl 148.84,309.98 74.37,243.29 -46.71,187.86
pfi 0.2350
BEERZS, &Y f&itHi 561 4.80 0.81
st FAEH T SE 1.23 1.29 1.79
95% Cl 3.16,8.07 224737 -2.76,4.37
pfi 0.6536
%497
b E-7EP Bt 260.69 153.72 106.97
mxtFARH TR SE 46.07 48.54 67.17
95% Cl 169.11,352.27 57.22,250.22 -26.56,240.50
pii 0.1150
BEWFS, &HHEY &tk 6.97 478 2.18
AastF ARG T SE 1.34 1.41 1.96
95% Cl 4.30,9.63 1.98,7.59 -1.71,6.08
pfil 0.2681

MMRM: & 2% &6 RAHA; HHD: F# X0 4 &,

PP 3% B At R R

HHDF R AL A 3% B 5475 % G9MMRMAR &) 41 3t & 4% B B A5 MEHHD F AL /39, A& & HHFVC %.
HHBRHEEGFE (AFH+, R&H) | BAH, A4, TALF5FAXEERET AL,
HHD ¥ 25 P77 9 & U+ 1A% AOMMRMAR & 41 3t K & B B 4 M/ 5 b Ut %, K& & FHFVC %,

HHBREEGFH (AT, A&H) | WA, B74A, 5, 2R S5FHHDAN%S
AR LA AALT H AR LT AE,

K429
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CN 115916245 A " B B M 41/56 7L
£ 4 XEHBHEEQ T # #8358 a B3t
N=51 N=49 N=100
& Hex4 (mmol/mol) n=51 n=49
344 (SD) 12.71 (10.10) 8.74 (5.04)
P45 (Min, Max) 8.55 (3.0, 48.0) 7.30 (2.0, 25.3)
ALT (IU/L) n=50 n=49
¥{a(SD) 81.30(56.51) 60.76 (30.28)
P45 (Min, Max) 66.50 (24.0, 319.0) | 58.0(12.0, 186.0) -
AST (IU/L) n=50 n=49
¥4 (SD) 79.64 (55.58) 57.73 (25.49) -
P4 (Min, Max) 59.0 (27.0, 285.0) 54.0(16.0,141.0) -
WUER Es (IU/L) n=50 n=48
¥4 (SD) 739.9 (577.62) 566.35 (431.46)
P45 (Min, Max) 583.0(158.0, 3128.0) |471.0 (66.0, 2545.0)
LR % & MB (ug/L) n=49 n=48
¥4E (SD) 15.64(10.49) 16.69 (12.98) -
P {E (Min, Max) 12.9 (2.4, 42.7) 13.65 (1.1, 55.1) -
K34
40
= 20
W
S
gg "c] -10.76%
%ﬁ‘ PR V... N S— I.‘:“ -" (32.33)
LG o
<& 40 1
§§ L -53.90%
o J ~8  (24.03)
60 ~- 3 KRB a
- M # S
-100
E Y] #1378 #2558 #3714 F49A
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-38.02%
— (24.94)

CK (I1U/L) #3448 (SD) & ft%

-50

60 —== 3 B ¥ B
“F M#EHEq

70
A5 #1348 %2508 #3748 498

K358

25

¥ 14 (SD)

(mmo|/mol cre)
3
-

I I [i 7.82
e] ..... M ----- (6.15)
=l o wwmmmw] ™" 4'85

0
~i— LR # B a
-k FHBETES
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bS] #1348 %251 #3714 F49R
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1400

~~ X R H B8 a
- M # S
1200
< 1000
|
S 800
é\
=~ 600 484 .42
igl (387.03)
B i 442.32
» X - 1]|(a11.03)
200 }— ’
¥ #1348 #2508 F37H #4958
K]35D
XEK#TEa | MEBETEQ
N=51 N=49
ADAK A, n(%)
BARKRY 2(3.9) 2(4.2)
amk, EEAEKHRAR 47 (92.2) 44 (91.7)
AR urak 2(3.9) 2(4.2)
%97 F HAWADA, n (%) 49 (96.1) 46 (95.8)
,éﬁ—é%mm n (%) 47 {95.9) 44 (95.7)
B EAD 1(2.0) 1(2.2)
%M&ADA 43 (87.8) 39 (84.8)
%t PLADA 3(6.1) 41.7)
& miZAADA, n (%°) 2 (100) 2(100)
ADAEAE# B, n (%)
100-800 17 (33.3) 8(16.7)
1600-6400 20 (39.2) 20 (41.7)
212,800 10{19.6) 16 (33.3)
&fﬁr&ﬁ#pﬁﬁm&&%ﬁ n (%)
B AN 49 (96.1) 44 (91.7)
iﬁﬂﬂa-& 0 0
ARG MK 2(3.9) 4(8.3)
A TEEEIRPHHNADR E LA n (%)
B A HE 38 (74.5) 28 (58.3)
A &uffap 1{2.0) 1(2.1)
FE-9-3:1:1 12 (23.5) 19 (39.6)
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Migtl i
(n=10) (n=14)
ENEO1 B R 6h 58, ¥, ¥/ £ SD (&H) 448+20.3 48.7 +14.1
(20-78) (21-68)
A, n(%) 3(30) 9(64)
THERINER, n (%) 2(20) 3(21)
OMWTSE® , m, #H4EE SD (1) 449.2 + 118.36 440.4 + 141.02
(488.5) (439.0)
B IZFVC & fst4E%, *#H1E £ SD (P4h) 69.2 +19.27 77.3+16.45
(58.7) (75.9)

OMNT, 64 F4TRiX; FVC, MAMEE; SD, A2
*#4EQuanjer PH¥ AEur Respir J. 2012;40(6) :1324-43it }
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¥4 *+ SD
Ged)

#4 b X ik

Rk PHEBAH &R, % 6.0£7.13 6547 .92
(0.6-24.1) (0.6-24.7)

(n=10) (n=14)

MRI Mercur i 944 MR 132039 1.340.37
(1.0-2.0) (1.0-2.0)

{n=8) {n=13)

P 1.9+0.72 2.3+0.65

(1.2-2.9) (1.2-35)

(n=9) (n=13)

35DixonfE %k, % N3 5.7+2.54 7.2¢2.10
(2.0-10.7) (4.0-11.0)

{n=9) (n=11)

X Bg 8.1£3.17 17.3+15.31

(5.6-14.0) (3.0-54.9)

{n=9) {n=11)

A ABI#T2KY, ms AR 37.241.82 39.143.28
(34.1-39.7) {34.4-43.8)

{n=10) {n=14}

XAk 37.1¢1.52 36.7+2.81
(34.9-39.8) (30.4-41.1)

(n=10) (n=14)
ERMBE, ms kA 42964890 464241807
(2956-5388) (1702-7596)

{n=10) {n=14)
BRI OMWT & 718 % 69.6+11.84 67.2+20.43
(46.7-86.9) (29.7-102.2)

{n=10) {n=14)

GSGCH Rk fk /) 159 11.0£5.19 11.8+5.98
(4.0-18.0) (4.0-21.0)

(n=10) (n=14)

GMFM-88 7 £k 3% & % 7t (D+E) 82.2+14 .46 78.5¢17 .11
(59.3-95.6) (48.5-95.6)

{n=10) {n=14)

QMFT %439 47 .2+10.84 44.7+12.80
(31.0-61.0) (25.0-64.0)

(n=10) (n=14)

TF S HHD & F+4E% 46.9+15.00 43.6+16.86
(21.3-67.7) (14.2-75.5)

(n=10) (n=14)

G6MWT, M}ﬁj?ﬁwi&: GMFM-88, #1 % i& 3 sk W ¥-88; GSGC, A, Kk
. MR HHD, FH XA Ak ONFT, Bz R, SD, 4

Mercurif%: 1= E¥SA; 2= BELR; 3= FPRAXR; 4= TRLR

& R

TEABIAT2, FHMEMELAD 39 ms
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Dixonfi& B 4 & (%)
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FVC -0.13 2.43 4.99
& A% # @ ®
6 -4 2 0 2 4 6
SMWT, m 1&3 30..01 58.69
75 50 25 0 25 50 75
6NWT, 0.25 4.71 9.17
& A% i @ @
10 -8 6 -4 2 0 2 4 6 8 10
MIP, &A% '1f3 4i4 10&44
MEP, & #i+1a% '5.'7 231 10'.7 »
12 -9 -6 -3 0 3 6 9 12
HHD £ &/ 2 -26.56] 106.97 240.5
TR E 5 i
-44.76 63.87 172.51
R i B &
250 -200 -150 -100 -50 O 50 100 150 200 250
QMFT, &/59 0.22 2.08 3.95
| = ]
5 4 84 2 4 © 1 2 3 4 5
GMFN-88 -0.02 258 5.18
D 0.09 2.54 578
% KE ' @ P
B 5 4 8 2 4 0 1 2 3 4 B 8
%, 037 131 225
GSGC, &34 . K i
3 2 1 0 K 2 3
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SF-12 —2..13 0;7 337
PCS #% -1.46 212 5.69
MCS #4% & 3 B
6 -5 -4 3 -2 -1 0 1 2 3 4 5 6
2.52 1.06 4.65
R-PAct B 4 B g
6 5 -4 3 2 -1 0 1 3 4 5 6
PGIE?#,M 0.08 057 1.06
%3 - = 5
0.31 0.78 1.25
A8 K ER = . &
v -0.08 0.39 0.86
23’:” & oTE ™ 065 ® 112
B ™ =
1.5 A 05 0 0.5 1 15
EQ-5D-5L g -o..31 -o..sz
3 0-1 -0-19 -0..49
A M’ 2 0.08 023  -0.55
oy 0.35 032 .o 32 »
A/ FHE ® : . %
; 0.22 1-0.03 -0.
BE/ AR @ 1 o
EQ-5D-5L, 1 0.5 - 0 - 0.5 - A
3 R A | I — :
-0.15 0.1 -0.05 0 0.05 0.1 0.15
¥ -0.55 5.29 11.22
%cz} 5D VAS . s =
42 10 -8 6 -4 2 0 2 4 6 8 10 12
PDSSP oge  -0.27 -0.91
nfof ZAR
0.0 -0.55 A.47
s 0.51 0.01 -0 gr)z -
EREAH 5 : B
A5 ogg 0.02 -o..es
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# i w
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