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The present application provides methods of treating late-onset Pompe disease (LOPD) using a
pharmaceutical composition comprising an oligosaccharide-acid a-glucosidase (GAA) conjugate, such as
avalglucosidase alfa.
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The present application provides methods of treating late-onset Pompe disease
(LOPD) using a pharmaceutical composition comprising an oligosaccharide-acid

a-glucosidase (GAA) conjugate, such as avalglucosidase alfa.
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14 e AT PAP R EF MG 4R " - 9144 B HIFAL SBHETP » 324K BLEF (AE) ~
FFSHHA (PAP) FIEES AR (ETP) « Bi%20204£3 H 19 » ETPIEAEHEAT -

[0044) W4 T BEFRBFZEIALL A CI4REHEE « B A %s etk —
AETOPDEERE I FL{E I (FG B4 - AEBB A U, « B — 228 oot T RAME
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[0045) ESRH 7 65785(THR (6MWT) - FJJAfER (FVC) - &
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S8 > 1= 50 o LU ALOPDEEEEG FL AT (E A4 s 4RRR A, -

[0046] M6 72 FAGHA (HHD) - BES I8 % (LOPD) -~ #5
W ER{E5y (MCS) ~ PCS ~ JEASEER{E5y (PCS) ~ BB BBIh AL IS (QMFT)
FOREEEAR A A8 S R S 1 200608 (SF-12) SEMHVELLHER « n{EFoRe
FESHRTHESTENELINE  $— S8 #HRE TRAME (max) -
/M8 (min) FIHERE (SD) (& « BAEEEE—HELOPDELEE AL RIS
WA P 4B AR L -

[0047) WE7/Rit 7 {EPAPKAR SR B H RIS - SR WIEAR A B
B SE B R B AR R AT OB 1 20 B 2 - S R AR EF Bk PP B9 50/51( 98.0% )
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T STHETFVC%IE AR EIFA9E iR/ 3 (LS) H{EEE (95% CI) -
BB R TOMWTIE AR FSE49 ERYLSIIEER(L (95% CL) -

[0050] BE10RH: 1 5 FHETFVC%{E LR FHAFHATLSIIE B o B
P ERoEEL - SCRLATHE BB A E NS THETF VC%HT K2 43%HYHE il - (5549
FERS - B [l e S B B R 2 BIEMEEE - RS EL AR T B IR 2 B B
SRTEETFVCHYA2.43%0958 0 (95% CI 1 -0.13% > 4.99%) - {LEE49RENE » fH%
A ELARHTLS$5{E 8 (E%( SE )5 S FLATHE TG o = 2.89%( 0.88% X 95% CI1:1.13%
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FoNEHEEE o M “SE” FoRERERRE o

[0051] E1RH TOMWTEERE (m) (EE4LRFI5E49HRVLSIEERL - B
Pef g R oML - SO A B B EOMWTEERERYA30.01 mAYIGHD - 1E
FAFHNG » BN ELRHILSIHE (SE) B(h (m) B FHAMEETgo = 3221 m

(9.93m) (95%CI:1247m>5194m) > [&jHEENo=2.19m (1040 m)
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[0058] E1SAZE18B/RIT | 5 FHETFVC%II6MWTRE B 5549 5] 55
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[0064] BBI247rHH1 T SimITTREREEPAP T (7R 17 5555 F VC( (5 T HE%)
R T SRR 2 (LA 53 HE RO B A T ST -

(00651 2577t 7 mITTEE A (EPAPCH Y T i o i SsETP Y
SR A ol FR A EL TIEBEVC ((HTHEHE ) (S0 EEIE07 Y
2L -

(00661 [E26AZE26B7HH 1 mITTEEMITEPAPTOMWT( LUKE Y25 THE 8
RIS TASHA %) MU P SR o (LA 3 HE AR -

(00671 277t T mITTEERSAY (EPAPCH Y T i o i BT Y
SR A S0 2 A0 ETEISE0T FIUOMWT (S5-TREME - DUKET) 1L -

(00681 287t T mITTEERS (LE8S B8FRECE A ) {EPAP B 1T %5485
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R -

[0069] 2971 T mITTRES (ZEH B6RECT A ) {EPAPHEE R f)
i (TRELARRRE ) AOR AR B AR 2 (LAY HE R ERRE
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PRI (LA HE R BRRE -
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[0073] [E33AZME3IB/ R TAEEN T ERHE - SR A EIatHEER
e By IR E SR 4 9 R 5 FHETMIPY% AN 5 FHETMEPY%AH S i AL 4Ry 2 (LSS -
AR BRI HIMIP 5 FHETHE %AIMEP 5 FHEHE%-F 1] {5 - PEbR U EE (B
F24) o BI33ARH TAEEH TR - MIPS TEEHE % {E AR FER49FHIL S
EE(E - LSIEESMERYEE B4.40 (3.04) ;p=0.1505;95%CI :-1.63>10.44 -
BI33B Rt AL EH TR - MEP S THEHE % (C AR 49 FRILSH (HE (L - LS
HESENEER251 (414) ;p=0.5449 ;95%CI : -5.70 - 10.73 -
[0074] B34 Rt T LANRE FUR A YIERC AV AR 1 K Hexd ~ (N B
Rl (ALT) ~ RFIZ Rzl (AST) -~ FlB&E (CK) AOALBZMNE LA
7 (CK-MB ) - W 4H fPHYBE FUAR B VIERCAE BRI 9T = - IR W S EZ0 | © fRHex4d
(mmol/mol ) :0.194-3.36 ( BM:FIZM: > F#§513-185% ) » 0.142-1.92 (BM:H1
20 Filie> 185%) ¢+ ALT (IU/L) ©6-34 (201 > Ffie<69pk) ~ 6-32 (2t
Fle> 695% ) ~ 6-43 (1% > 10-185% ) ~ 6-35 (% Fie>695% ) » AST(IU/L) -
10-40 ( BYEAIZCM: > FERT-185% ) ~ 9-345% (2Lt > F#e> 185%) ~ 11-365% (5
M FEg> 183% )  CK (IU/L) :18-169 (Zo4: » Fih16-185% ) ~ 26-192 (%
Mo o> 185% ) ~ 18-408 ( F1: - i 16-185% ) ~ 39-308 (B > Ffie> 185%)
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ERHEREEEE -
[0075] E3SAZRME3SB/RiL 1 RE FUR A YIERCiE AR FI 5549 HHVEEE
{b - B3SA/RH TPRTHEVURE (Hex4 ) /KAERTEME I D EEIE AR FISE49 ERIE(E
(L - B3SBRH SALERENE (CK) /KAERYE(E I o EEIE AR E 49 HRIE(E
2L - B3SCORE 7 IEEREH49 BT ERHex4/KAE < B3SDIR T {EALRE]
FAFRIIENIBLMNE KA - LERTA 28T > FEEh RV HER B ZIE BN A 4R
MR (P9E £ SD) > Hir{ 3549 B 23 FL A e Hlig ol HY S H EEiR
PR IERE T BB B ORI - A2 5B 49 Ry —ES{E REHT IR #ElE] - PAP -
EEITH  SD > A © fRHex4 (mmol/mol cre ) HYIEF #aE (E3SCHNk:
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soHY) 1 0.194-3.36 (MR - FHR13-185% ) ;5 #10.142-1.92 (FB A2 -
Fife>185%) < CK (IU/L) WIEE#[E (B3SDHnfeszay)  18-169 (20
FEES16-185%) 5 26-192 (Z0ME » 4EL> 185%) + LU 18-408 (BB » 16-185%) -
39-308 (5 - o> 1858 ) -

[0076] E36/~t 1 HidEdtingg (ADA) FIFFIFiEE (NAb) KFE - if5%
HIFE1 5 H B ADAET TR I HLATA ADASSE S FLA B T i ot i as B #iE
FrlgodiAS o JAREHR HIRAYADARY 3 PR T ETE ¢ 100 x CAF NIRRT + )55
BHADAIGIEE )/ (MRHEEANEER) - /aFAENADARY L 7t FETHER
100 x CAHAEIIADAGME B/ (B4R IFADAZ AV Al RHE B ZHHVEE) - 169K
IIGEHYADARY H 73 EEdl FETE 1 100 x CEFENITRRVADA RS M B8 )/ (B 4RIFADA
SR AR E R BV E) -

[0077] E37TAZES7TCRU AT AR FE R a TRIRT & - NE 2 A
At - B3TARMHFERGETH N EE - AT EFEREFFEE © (1) LIcRlaBEHY
HEREHARYLOPD 2 Bl th B X R A M BBa VBRI & ~ 29l ~ ZE - IR
IEEIEFE (NEOL » NTC01898364) ; 1 (2) fEFE—THMFE HIBEHI AT AE
ABHVFERE ) GHYLOPD 2 B3 6 S LA HE T BRoHYBARUIES: ~ 20 ~ ZE
52 (NEO-EXT » NTC02032524) - [BI37BEAE S AR BRI AR AHYLOPD
S B RH ATHEEHINEOL 2 Hhul, ~ 2B ~ FARURE: - IR A E AR
8 (Pena, L.D.M. 5 A (2019) Neuromuscul Disord. 29(3):167-186) ° B|37CRH
T B TR VA G R 2B R WE PR FATL - FR#EQuanjer, PH.ZE A
(2012) Eur Respir.J. 40(6):1324-435+ HFHET EIFVC » EALE F L © qow
f7— /& LOPD - BRE AU EE Fpg » * ¥ el Hrlgow))E © ToueriflaiEEisa > 9
@ H s 6MWT » 653885 1THlE, s FVC » ISR 5 SD » % .

[0078) E38/RH: 1 E— ARV EGIF AR &1 - WEFRFFTIL -
EALE AR 6MWT > 6738801 THIEL ; GMFM-88 » fH R ZE &) o) gE R 2= -88
GSGC » #88 « Bl - BRBIE - B0 5 HHD > 2 FASHIE § QMFT »

I8 H - 4t 142 H(EHIEE)

110121740 FEHESE A0202 1103331476-0



202214302
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ms e

A

[0079] 397 A4 A% PUFE AL Mercuri e & B [ 4H 48 T A5 ] HY T
% e

[0080] [E40AZ B 40D R 1 ([5G 2 Bl 2 1 ik U 5 R A 468 L o O 325
Dixonfigf7; 73 BN - B40AZE40B/ R~ 7 {ENEOI (E45 ) MINEO-EXTHAR] -
HB4ERPUEEHL (n=7) ([E40A) FIMHAEAL (n=7) ([E40B) fHY3EEDixon
HERT ST EENET © E40AZB40B R TAENEOL (42 ) NINEO-EXTHAR] » i
AHAEPUEEANL (n=9) (HE40C) FRELEAL (n=9) (HE40D) FHy3EiDixonf5H
RIS o EACETERRE - CL EHERE  qow > Big—F - BriVEEER
FEfRRAMEATG R TEE - FEIREEIER 2SR - (EHERERE AR
sTERER > HilkfE] () REERE - I HERE R RESUE -

[0081] EE4IARH JHAEMRALLIAE ~ THREMIANE ~ AL ASRERIEE)
DipeRyEE (FVC) ~ REMEML S ET - AT RgoEAHEE R e i
HEGosH B AGAVE(EAYLSISE (95% CD) =57 - B41BR T EfEHE
MEARYAEESE (QoL) HYREMMML &R/ T - A EH BasHHEER P
TG okH AR BT P B R A B (ERILSE(EE (L (95% CI) # 2 - EuroQol S{i 4k
FES (R fE KA B (EQ-5D-5L ) (R B 4% BB (5 A LB RAA A (R
INEESFME (SL) WEERY (crosswalk 575 ) » HHYBE R IR EIRE S (PDSS)
PR, S e 15 o7 ELIE IR AT T BRI - SRS 1S o BTG ~ ST - (B
#OTHIHLASES) ~ N BRI E SRS . ERGRDE ErEE LA
IR FERAILAME ST A HRRS o BN A BRI © 55/ RR S BLE
SRS~ PR AR - BINERREZEER (PDIS) - 1§
B EMEERE - EBEMIE | I HoepUERE RS AP THE - B5H
JEE ~ EETTEE - SRS AT o SACE T AR  OMWT > 6575 THI
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5t 5 BEQ-5D-5L » EuroQol S{FE4ERES{H[E K S ; EQ-SD-VAS » EuroQol 54
EREMEEESR  FVC > fJANEE » HHD » & FATHITTE » MCS » iEifR
48ET S MEP > s KIMERERTT © MIP » fi/ NEESRBR T 5 PCS - HEAG {2 FREERY © PDIS -
FEHRsZ B R PDSS » REURAEIREL : PGIC » FBEAFEGEE(EEIS  QMFT -
PR EHTFEHIE © R-Pact » Rasch@ 17AYE FURF £ M&E®)  FISF-12 - {#FEHE
12TARG -
[0082] HE42ARH [ {EEARFI5E49 RV IS E N R FRG (ALT ) /K% -
B42B R T ALT /KA (L ARAR FISE49 VIS EZE(E 1T o EL - SD - A5 « ALT
(IU/L) WIEFE#E (E42AIIZEY) ¢ 6-34 (2Lt - F#e< 695%) ;5 6-32
(20 > Flie> 6958 ) 6-43 (i - FliR10-185%) & LUK6-355% (B - Filk
> 695% ) ©
[0083]) ME43ATRH I IEALRESEA9MAVIGE KT REE Ny (AST)
IKAE © [B43BR T AST/REIEER P EAEHIEZE(E T rEE - SD > 1R4E -
AST (TU/L) HYIEE /& (B43ATANRERHY ) © 6-34 (20 > Fie<695% ) ; 6-32
(20 > Flie> 6958 ) 6-43 (i - FliR10-185%) & LUK6-355% (B - Filk
> 695% ) ©
(&5 5=(]
[0084] AHBHEREFRIXXEIH
[0085] “ACHHER 2 (i am “K 522020426 H 14 H 2 5 HY 5% B e ey 25 1] HH 35 55
63/038,857 ~ 2202049 H9 H#ZATHY = B FEHS B A1 HH 55 5763/076,037 ~ 2202142
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BRSO AL -
[0086] “AHHEEZFEFEMLHIIE FEME-BE o- e H S (GAA ) RECYNIBF
a3 A e H (LOPD ) HYSHEYIIIT0A » AE—SLEHaHIF - FrtEiE-GAARE
eV N RaiEE e - SR ARET Rt AJH R TR IVER RS EREe Il 1 AR
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i
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EHERM oS - AL —EHEHEAIT > FTGAAZEHGAA - fE—S &I
Bl > FratGAAE AGAA -

[0089) ATATSCRTA > “/G#F (treatment) " = “JGHF (treating) ~ EH
RESAmETFRER (REERRER) #Y7E - AR FRIHEY > A
PR ERPRGE R B EATREY LUT ey — =B A © kb Rl PR BT 2y — il B
ZREAEAR ~ BUINFTL R IR SRR ~ RRE R (B0 > FERECL B P AR
HYE(L) ~ THPGECE B FTACERIRAY AT ~ TR L BRIl PR A 3 AR B fE 3%
L SRS AT AU HERE ~ BUEATIURIGIRES ~ IR P R ek aE (Bl
BGEE) ~ BUINGRFTILRR AT — TR B S R A EE YRR & - P AR
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HYRERIE R o« AHEEERYIASE 1 ESaE E PRV E R —(E= S -
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[0091] AUASHETATHAE - "AUE” Efalct) (Flaga L
Hligod I HEY)) RUEEMFREEGR (B4 > FE(ELOPDEY—EE S AHER
Y B BT AT T > (B Pl B EEAR AR » Bk P il — R e S A REAR O PR )
HYE - HHUERIEER - AmErT R SR BRI D AT AP E B — B
ZAREREAR (AL ~ HSEA/ AT REVEIR - B AR ERERIR i =
B RERERE) ~ EEEAPTIRRINEEER AR - B
PRI HAN SR EE - T 5R S — A SRIRTRCR ~ AL PP B EE A/
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Y2 sl B ey — TR B AN - B4 E T RE 2 RSB RIS (B A PR GERER »
BIEH ~ TREm] ~ 2RO ~ RIEH] - PIIRE R S -

[0095] flosE “EI5CEAIHE (package insert)” FHNTEIGHREMAVERE B4
R ALIERYSRIAE - HE AR R B R E fhl E FHRVEIEE - A
BIE - &7 - sHEHE - BB/ E SIS -

[0096] “#i&" FAEMEIEY) (FIa0 - fEEEELS ) NEH > HEge
—HEEAH] (B0 > ARYERRIFEGRIE (HI20 - LOPD ) BYZEY)) B FANEY
BV A S AT R VIR LRI ER ST - ALREEEPIT - 2B EA R
TREREA S AT AR BB U TiEss ~ 7 3N E -

[0097] iE#% "&Y" ([ENSEHVR AR (L) stz ENRSEA
BSHVE(L - fla0 > B X7 BYHEALERE X HUSEAL -

[0098] ZOASCHTA » # "FE" F(EENSEIIE MEE EiF I

AERY FAEE SR - B0 - AN E R R e X B R e P A Y
JafRbR T XELY MY RIERIA
[0099] ASCEERRIMRE "$UX-Y" BEAHE "XEQNY" HERTE2E -
[0100) AL DURAERTIT HEE SRS E AT > B8Pzl " —(F/—f&
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(a/an) " B¢ “Frik (the) ” EFEEEIRAY) > BrIE BT CHMER R EMEN -
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[0248] LOPDHYSS—AWEECEmE MR - AL EA R FURHYEEY
PRIGANMAE 5 - A& MR o LAE B PRIE HHYCAETORE (Hexd ) ZKAEACH
8 A AHexd 2EERAY 2 RREY) o FIL - FRHex4 8 & BEIR G Fa A VIR

[0249]) FEi—EFiHIF - EE/EFT ERFENERAER - FridFESy
FRHex4 7K B[ 2/ DEY LA B HYE—{F : 5 mmol/mol - 6 mmol/mol ~ 7 mmol/mol -
8 mmol/mol~9 mmol/mol~ 10 mmol/mol~ 11 mmol/mol~ 12 mmol/mol~ 13 mmol/mol ~
14 mmol/mol ~ 15 mmol/mol ~ 20 mmol/mol ~ 25 mmol/mol ~ 30 mmol/mol -~ 35
mmol/mol ~ 40 mmol/mol=50 mmol/mol « {F—ELEHEHIF » EIr GRS EHE
I EI (& BRI > BT ASHYFR Hexd /KA [Z(EAY LA N ME FHYHE—{ : S mmol/mol -

581 H - 4t 142 H(EHIEE)
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6 mmol/mol ~ 7 mmol/mol ~ 8 mmol/mol ~ 9 mmol/mol ~ 10 mmol/mol ~ 11 mmol/mol -
12 mmol/mol ~ 13 mmol/mol ~ 14 mmol/mol ~ 15 mmol/mol ~ 20 mmol/mol ~ 25
mmol/mol ~ 30 mmol/mol ~ 35 mmol/mol ~ 40 mmol/mol=50 mmol/mol > EFEiSLE
B RV EEEE - A —SFwYIT - E10EFRE ERENE ISR
M A EL4R - Pt PR Hexd /K ERRE 22 /D 4910% ~ 20% ~ 30% ~ 40% ~ 50% ~ 60% -
70% ~ 80% ~ 90%EFE % - fE—ELEHEHIF - B SFE R ERHERE AR
M A EL4R » ATt PR Hex 47K E R AR B3 4790% ~ 80% ~ 70% ~ 60% ~ 50% ~ 40% -
30% ~ 20%E10% « fE—ELEFfufI+ - friitHex4 /KAEREELI LA N E R E—(F
10% ~ 20% ~ 30% ~ 40% ~ 50% ~ 60% ~ 70% ~ 80% ~ 90% - FIFE iz to{E > REHY(E
B EGEIE - £ — L E P+ - ADARLI L ME I E— B E &R & FriiHex4 K
A MEH - 3MEH -~ ofEH 25 ~ TEH - 8EH ~ oA ~ 12 H ~ 25 - 55 -
104F B RIS - BfEE S E 2 RF T {EEEE -

[0250] Fi—Ee&FhtifIF - FralEgerR 2z Frila® s (HId - fERTIUE
RHVSEAERT ) B 2 /04753 90%HYFRHEX4/KAEEK o £ —EF il - frit
(FRg ez ez % (FI0 - {LRTIUAREVEAENE ) B B A S

GBI IE AR E /D 4943 . 14%09 FRHEX A 7K I o

[0251]) fE—EL&FhafId - Frif(EES R 249 VR U a R B 2 /04y
43 1%EAF40%E160%  FE Y FRHEX4/KAEFEAK o AE—LLF (4 - Bt {Eae /4%
ZA R PTG % B /04929 9% FRHEXA /K ZER#AR o fE—EEEHEf o+ -
FiT (I8 BS A 3 2249 R HY AT il 6 % B 1129 .9%8177.9% 2 [E B AE30%5180%
EIRYFRHEXAZKLEEE - AE—ELFE I - BT RS RE sz 49 AT AU AR R B
FHHE43.1%EH178%5440%E80%, . [E iV FRHEX 47K #E[EAL, -

[0252] PREREiERS (alanine aminotransferase ) (ALT - 78 By Haclik
{E 1 (alanine transaminase ) ) 25 FIRAYMUEIBAEYIED - HASRALAIES |
ALT/KZEAE A & HLLOPDHYEE RSN TS o] LUETTALTIURHIELUATE (F RS
MR FALTHYE -

5 82 F - 4t 142 H(HHIEE)
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[0253) FE—LLEEHI+ - SRS CRENE®RAER - iR e
B/ T E A E—(ERALT/KERE : 5 TU/L~ 10 TU/L ~ 15 TU/L ~ 20 TU/L -~
25 TU/L,30 TU/L ~ 35 TU/L ~ 40 TU/L ~ 45 TU/L ~ 50 IU/L ~ 55 TU/L ~ 60 TU/L ~ 65 TU/L -~
70 IU/L ~ 75 IU/L ~ 100 IU/L ~ 125 TU/L ~ 150 IU/LEGEE 26 o fT—SEF it - &
10 B T RHERS RS HI R0 FT I ALT /K R KLY L T B R A F—(# : S TU/L ~
10 IU/L ~ 15 TU/L ~ 20 TU/L ~ 25 TU/L,30 TU/L ~ 35 TU/L ~ 40 TU/L ~ 45 TU/L ~ 50 TU/L ~
55 TU/L ~ 60 TU/L ~ 65 TU/L ~ 70 TU/L ~ 75 TU/L ~ 100 IU/L ~ 125 IU/L ~ 150 TU/L
NE % AiEESE P EMESEE - £ —SFHT - EXaRNTER
ERF RS AHE R AT ALT /KRR E /DA DL T E AT —(E 1 10% -
20% ~ 30% ~ 40% ~ 50% ~ 60% ~ 70% ~ 80% ~ 90%EKH % o {L—LLEFHERITh > &
10 ERR ERHENEIR N EN - AHE AR - BT ALT/K R EA B L TME
FHIE—(E : 90% ~ 80% ~ 70% ~ 60% ~ 50% ~ 40% ~ 30% ~ 20%510% - fr—ik
EhafF > Al ALT /K FARLI LA TMEFRAYE—{E : 10%20%30%~40%~50% -
60% ~ 70% ~ 80% ~ 90% - FufEiE(E ~ RV EAEEELE o f£—SE i+
FTA ALT /KA BAD BRI LL ME FAVE—IFEEAERN - EA ~3(EH ~6EA -
25/ ~ B A ~ 8 H ~ O H ~ 12EH ~ 24 ~ 5S4 - 10FEE RIS - ffEEL
B ERVEMEEE E -

[0254) FE—LFhaf+ - PR ERZ49 My pT it e R & BA £ /04
37 4% A1E30%E150% & FEIHYALT 7K B[R - A — Lo F i (7 - FridtE RS AT #2249
BT &% B 22/ DAY 7 1 %I ALT /KRS o fT—E g Hft » Byt (F A
FEREZ AR BB B 1% BAFE17.1%8167.0% 2 B AE 15%E170% 2 RAJALT
TREERAE - AE—EEHE P+ - FrdtEES R 249 R Pl % B A 1137 4%
67.0%. E1EAE35%E170% . IRV ALT 7K ZE[EAK,

[0255] RFTIXRaBgidifls (aspartate transaminase ) (AST - 4§ KPS
LM BA LS (aspartate aminotransferase ) BCEARE L R JBARERAES ) EREER
Ay ARG A iEED » HAERALATEE © AST/KAELE BB AL HILOPDHY BB & Ba A

% 83 H - 4t 142 H(SEHIEE)
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& o AT LUETTASTIRAER LU ZEEE MR FASTHY & -

[0256] fE—tbEhifl+ - E1CEFRTT ERFESEERIER - FritEREE
HZ/DEILLTEFAE—{EEJAST/KAERF(K - 5 IU/L~ 10 IU/L ~ 15 TU/L ~ 20 TU/L -
25 TU/L,30 TU/L ~ 35 TU/L ~ 40 TU/L ~ 45 TU/L ~ 50 TU/L ~ 55 IU/L ~ 60 TU/L ~ 65 TU/L -
70 TU/L ~ 75 TU/L ~ 100 TU/L ~ 125 TU/L ~ 150 TU/LECEE 5% o AE— LB HE i » &
T GRS e R S RS 1 M S % » T AS T/K E AR LY LA™ B FRAYfE—(@ : 5 TU/L
10 TU/L ~ 15 TU/L ~ 20 TU/L ~ 25 TU/L,30 TU/L ~ 35 TU/L ~ 40 TU/L ~ 45 TU/L ~ 50 TU/L ~
55 IU/L ~ 60 TU/L ~ 65 IU/L ~ 70 TU/L ~ 75 TU/L ~ 100 TU/L ~ 125 TU/L ~ 150 TU/L
% BfEESE B EMESEE - ST - EEENER
(ERS R R M= - A AL 4R Tt AST/K R 22 /DAY LA T E AV E—(# 1 10% ~
20% ~ 30% ~ 40% ~ 50% ~ 60% ~ 70% ~ 80% ~ 90%EKFEZ o (T —LLEFHEHIT > &
AT E PPN E R M ZE 0T - FHE AR - FTatAST/K B R R 4T LA A
FHYE—(#E : 90% ~ 80% ~ 70% ~ 60% ~ 50% ~ 40% ~ 30% ~ 20%5K10% - {f—Lk
BB ATt AST/K RERFRAI LA ™ME FAIE—(E 1 10%-20%30%~40% 50% -
60% ~ 70% ~ 80% ~ 90% - FufEiE(E ~ RV EAEEELE o f£—SE i+
FTAST/K AT GRAI LU NME R E—FFE@AIER : A A ~3(@A ~6(@A -
25/ ~ A ~ 8 A ~ MEH ~ 12(AH ~ 24 ~ S5 - 10FEE KR - AfFEE
1B IR T {E B E -

[0257) fE—E&hafId - Frif(EES e R 249 ERypT U e R B 2 /04y
33.3%BA125%5140% 2 TRV AST/R B[R « A — SR B - Pl ES #2249
R R A% B 2 /04925 9%FTAS T/K R o AE—E B hafit - i
FEBEZAF NPTl G5 1% B 1125.9%E163.6% 2 8125 %E8165% 2 I HJAST
TREEREE - AE—EEHapIF - Pl (EES e R 249 EHI AT AU R % B 1133 3%
66.3%. [FEAE30%E165%, 7 I RVAST /K EFE( -

[0258]) JEMANE &5 ASAIMRIA] RS B B FURHI(E RS T HIRR &
1 - MRTA] HY A28 72 BAER PR A 55 AL AR S ey B S5 BB LAY ATLIAY - I B EE PRE

5 84 1 » 4t 142 H(SEHIEE)
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St s BV ae AL A B A4 R R AT AHRE -
Z A Muscle MRI findings in childhood/adult onset Pompe disease correlate with

\\>§v

2 B 540 » Figueroa-Bonaparte S

muscle function. PLoS ONE. 2016;11(10): 0163493 - ;rFIMH:FYEM:F1/2E &5 A/
AIMRIZEEFEEAR RPN BRI (GEEINE) F44k (BEEZ R ) HyMercuri
THREITIW ~ ££0-100%E 3% FAY3BEDixonfgH 7+ 8 AR TR H ETBIRIE
FYT27K o AE—EFHEFIF » Bl a8 AILMRUZAE By (i RS iy s PUBH AT 28

FE— S EHEHI - Bt S8 ALMRUZAE o[5S B R e AT o 2t

[0259]) fi—E&&hapld - MRIBF ARG (MRT) - BrUFEAS(E
Al EE EE R B TR E I Mercurif3 7y - MercurifG 3 RIBLU TN ETHEC © 12
TIERIMNER  2RESEZ R 3ETERZ R L AZEEZ R - AEERSALAES (Ha
e PUBEATL ) B SR » MercurifS 7 BIRE R AH SRS RATHAERR © A5 — )
§ > FriitMercuri S o HRIR P AL AS Y/ NEBHY AR ALMRIZCHEE © 1£— L2 F 5
§ » FriftMercuri S 73 FRIE AT ZIUE AS B A HERY B AEAIMRIKREE - fE— B
§1 o FriiitMercurif§ A EHFBAE F AN EEREIE10% ~ 5% ~ 2% ~ 1% ~ 0.5%E0FE
Do AE—ELFHEHIH - FTACERAVERRE 2/ DI ~ 26 - 3 4F - 45F -5
B RIS P E—(E -

[0260] fE—E&hafId - ARBFERAIMRIGG: - BT AUE IS AL AT UG FE
EHEARENTIK « fE—EFHEHIF - BTl T27KETBIURIE « fE—S &b
dr o T T2 A2 A TB IR - SV TBIRZIERYT2K » EEHLUER /K
FAE939 ms o {E—EEF A - Bl T2 7K E AR P i (E RS 8/ NRAY B AR ATLMRIT ©
FE—EF P - BT T27K B AR i ([ RS B R RREY B A& ALMRI © {7 —LL B i
B > Bl T27K A AR AR TR BB IE10% ~ 5% ~ 2% ~ 1% ~ 0.5%E(FE /D o
AE— S E G F - At ARV ERE R 2/ DEYIAE ~ 24F ~ 34F ~ 44F ~ 4.54F - SHEE
FRIFE AT -

[0261] FE—EFhapId - ARBEFARHIMRIGE: - B UdEsSAE ATl
P B8 E Y3 EEDixon A5 775381 - 1] L3 A2k E 3 B Dixon E MR i & {52

W

}

2

55 85 H - 4t 142 H(SEHIEE)
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LU RN E/ET - fEIMmEETInE (TIW) Bl G 5 stz R A RERT /= B
B o AL—LEHEGIH - Fra3EEDixonA5H; 77 BLUEAL0-100%H 23 | < /¢
— LT (5 - A3 B Dixon A5 AT o3 AR Pl (E RS HY/ NERAY B S AIMR UK E ©
FE— BB i 5] 1 - Al 3 BEDixon RS A7 75 SR 2 P it (R RS HY A HREY B AR AIMR T
TE o AL — LB (5 AT 103 BEDixon AE R o0 B A aBTE R L 10% 5%
2% ~ 1% ~ 0.5%EEE /D - fE—ELF i)+ - FrilaRayiaie & £/ D&yE ~ 24
35~ A~ 455 SHEECE RIS HVE—F -

[0262] {E—LLE M1 - FRAL(RFF B ALOPDAEY A EEE FHYALIARY 7% -
FiT ALy A B [ P RS 15 7 B & A S Tl — T -GAARE &) (fildD
- > S FATHEE o) FIBEEE - o Bz AVEmIny B 24l &) > HokAT
MESBELH &Y LLEN20 meg/kg VBB T - AE—ELE B - AR E RS AL R
g (MRI) - Frac(E §e 4 FraC e aaie th B AR E fYMercuri{§ 73 ~ 3BiDixonfl5
Hr o3 R/ B TR HEFTB IR IFAT27K o ARl /AR BRI RVEEE 4%
WAHRR o A —ELEHaMF - fRft—FEE% AEREFAILOPDHY /7% » Frill /7 A4,
e pr RS T TR B EY) - PilE SE4H &Y E & A ST ey (£ — TR EA
-GAARESEY) (a0 » ZI-ZIMEC LA ) FIESEE e zyEgR] - H
R AL ES E52H S LAET20 me/kg AR &A% T - 0 B H P [ B8 57 TS T K
VST E AT RS- 0 B SR TIEEYIUAE (ADA) /K% - ADAHRILIGHEEEY)
WMEME-EHEREYIMI A - ADABRA TRIZEY)(E FIRYEST » 0 H R EEHT LA
B UROEL (ERT)  EIRFEE

[0263] fE—EHHIF » Al AEaiEE AT E FAEY) - 16
— ST - Pl S SR REZEC R B Y - A~ EAIF - B
AU ERH YR B Tl - R 0 B R S YRy R Y Y

[0264] fE—L&FJEEIF - FREEASCATMEYE—TEEM-GAARESY) (f
- - > AR ATHEE BBa ) (EBLUE R EHRA & ZE/W A (@ #E FHYLOPD
AVEEYIFRRY R - AE— S EFhafIF - IREE S AT —TEEE-CAARS

wof

% 86 I » 4t 142 H(SHHIHE)
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Yy (fn - 20-2U > SO AT Bge ) RYBSSHEY) - ARG A FEHY
N REFEILOPD -

[0265] =] LARFA SR il 38 Z24H VIR RN BUOR 9 — T e TRy e T 2R 1S
&T 2(ffE - FrlEEsl Vi S EHEIEELS5 mg/kgE4740 mg/ke > HHELY
EUMESHEIE—E = 5~ 10 ~ 15~ 20 ~ 25 ~ 30 ~ 355440 mg/kg - BHEESEZH
HYEMEEEE - A —SEHT - KA Es 2EH &P L8020 me/kgH YR E %
% o

[0266] HILURFASCATACRE BEAH &) LA VAR A T - FTAUAR G
PlrnEER R - #E—K -~ AKX - E=F—XHEHH —RK - L5
FEBIE - ATl R S o A — e T £ (RS

[0267] AR YR EH VIR T 2(E R o] LI R E5E LIE®
T AGELT © B0 > B DARFACSCRT A SR AH SRR A R& B0 ~ 2~ 3~ 4
5267~ 8~ 95C10/NRFA LLAT20 me/kgRE BRIV EREHAF RN ERE T - #E—
SO > TR LIGIN] mg/kg/hfth > ZRALELE & B P £
PRARWM 2 M2 1% > B30 s NFIA02 mg/kgh > B2 H407 mg/kg/hEYRAE -

[0268] H]LUREASC AT Ee S5 S VML AL RAFRIFR NI T £ [AS - Pt
RGN 2/ V& LU MEFAVE—(E - 13/ ~ 3 H ~ 25 ~ (@A ~ 7{H
A~ 8H 37 -9 A ~ 10(EA ~ 1H{EA ~ 498 ~ 12{# H ~ 24 -~ 35 - 45
S5HE ~ 64 ~ T4 ~ 84F ~ 94F ~ 104% ~ 124F ~ 154F ~ 204F ~ 2548 ~ 30428 B R RFfR o
BFEEEE 2 AT (E B E -

A. BERHE

[0269]) JEHIA (tfi RBe Ao ERE Gk = AE BO8E SR TR (GSD) ITAY)
emaElsRe R oS (GAA) (—TEREEERERAVNS ) HUBRZSIEERYETR
EROREITEER (2F0MIM 232300) - ELfRFRE FH 320 58 5L ERY
oA R 2 o LRI BR SIS ERIRE FUR (1IOPD) HYRHEUEAEA IBHHY
B TE—BRATEE - MesERIRE R (LOPD) HS & BEHIHiE -

i

il

=

5 87 H - 4t 142 H(SEHIEHE)
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[0270) Fol&iiEEmSea A EMER T B AL Eo- B E S (thGAA) » 1]
DUE B R AR (B A(ERT ) A BB T2 B AR R B B A -
LT Dt R e = B2 SRV A BN S AN AR B IR B - AR HAE
EH FTCBAR A SRR HR e S i B M AR E MR D RERYRE 1T - PR RE Fr G
AR EAE R BRI E (B SEMYOZYME®FILUMIZYME® ) F A A% EE 7 -
HEAThGAATTH - (B R FUR R EE AR E R E R « R 2R R

e BCREY  SE A By 2 DB 2 A Pl e g o - T FR -6k ( EE-M6P )
A SEHE/K AT EL ST A s B o b EE-MOPHY 7K 2 o] DA AL BRENR I 25 A%
AL B £ LOPD J; HIHV 4 ST ) ©

[0271] ARl AmE T EF B LOPDRY A (#EG - (£ — L EFhafi -
FTAUERSATE 22/ V4T SRy T a2 B B A LOPDEEUR R IR S —IEiR - 5 —
SCEFHEH T > AR 2 DAL R — (A S w2 B B A LOPDE R
JBE EIRHYE—EER 1202530 ~35-40+-45~50 5560~ 6570~ 75~ 80
FRECE K o A —SEHHIF - AT LL T R E—(ERE R w2 e A
LOPDE; ZE</BE iy —EdR © 20 ~25+30~35-40~45~50~ 5560~ 65
70 ~ 75E(805% - ELE IS {E L IRV EFMEEEE - e — S EHEIF - ArE s
TELT185% £ 44 SRV F L a2 B B A LOPDEEURRE R E—IEik « fi— &
Tt - PR AS AL R A 1 8 kY e i 2 B B A LOPD B R R Ry —
AR o AE— BB+ > FrtFE#EAAI LT RO E— (A FE i w2 B B ALOPD
o BE R 1716151413~ 12~11-10-9-8-~7-6~5
4~ 3~ 2801 5% - BFEEE 2 RV E T {EMEE -

[0272) fE—SEhafI+ - FrafE s EA 2k B R RARS R - Wimii (Fl
A HZIMPE ~ & CATMREARRE) ~ LB K S Ca8 B GAARREE = I -
E—EF A - P (Eis EA BN MEF I E—EIGAARREN: | 1E

AAFEEMERT80% ~ 70% ~ 60% ~ 50% ~ 40% ~ 30% ~ 20% ~ 10%5FE /D o f1—
LG - ATAE#E A R GAABREMERYEI1 %-40% » £ —LEHEE+ - A

5 88 H - 4t 142 H(SHHIHE)
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A EA 2/ D2{ACEEGAARRE R - 125 Kl » C&HII T GAAE RN H
HY2% 5~ 200(FE 2255 - 2 H 4511401 » Raben N, Nichols RC, Boerkoel CZ A Genetic defects

TH

in patients with glycogenosis type II (acid maltase deficiency) Muscle Nerve,
1995:3(35 11]):870-874 « A[LAEAIASHE FAVCEEI AR HIGAA BRI ZAS - P
LEEI A EFEFIAIDNARIFEFIRT-PCR -

[0273) {fE—SEhaGI+ - FraEfef Ea R R R 2 M LR - ff—t
hapid - FrE s e iR B LARE - AE—SE i+ - FrilEisrs
B R B LERERE - AE—BEHAIT - P2 B R B LY K -
FE—EF I+ - FritFER 2B R B A E R - fE—SEhE e+
ATt E R 2 B R B R B EALA -

[0274]) fE—SL&FHEIF - FrafEfeE 2035k - AE—SEF A+ - fril
{EFS 2 | SFREC AR « A —LLFHEHI - ATt (ERS 21 TR B AR - 1658 E0H
RS~ ISpREE RS ~ 14pRECE RS ~ 13pRE0 RS ~ 125 B A8 ~ 1155
RS ~ 10pE B RS ~ IRk B AR ~ SR BB AR ~ TR B RS ~ 6pRECE
FRHE ~ SERECE RS ~ ApREE S ~ 3R S - A EHE BT - FTA(EES
EHPBRBLVI8EE o A—ELEHFIF - Frul(ERERIN 185% « fE—EE A+ - AT
it ([ s 2 2/ DA DL B R A —(# 1 20 ~25+30~35-40-45-50~55~60 - 65 -
70 ~ 75 ~ 80BZECE K - fE—LLFHi M - Fril{E S ELI L MEFAYE—(F : 20 -
25+30~35-40~45-50 5560~ 65~ 70 ~ 7558055 * (LI5S E(E > RIAI(T
fM{EECEE - £+ - FrfEfRE 2/ D845 - fE—SEHEIF - AT
7t B 24 DL A A —( £ 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 ~ 50-80E% 18-80
5% o AL —ERE G o FrAUERR LT8R LY4SE - AL —EHaHI+ - Frik{E A
FE3BASHE ~ SELI05E ~ 3pkBL105% ~ 3BL125% ~ 12B11 851 B3 BI85 =~ fi] -

[0275) {E—SLEHEHIH > Fra(ERE TR 2 /D6l H i F EAHGAARY
AR o LR E A - FriER A2 2 DN ME R E R E

% 89 H - 4t 142 H(SEHIEE)
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HGAARYER  8(EH ~ 10(EH ~ 14 ~ 24 ~ 35 ~ 45 ~ 55 ~ 1050 RIFE -
EFEIE S L AT EEGEE o AL M E RO - B adEEs SRRz iaHE
SHGAARY B - Pl EAHGAABIEENRA P AT o ~ F 4R & 8o
(reveglucosidase alfa » BioMarin ) FIATB200 ( Amicus) o

[0276] fr—EL&hafI - AU ATl HGAA AR R ER RS
B HA PR R FE RS EE B DA T — (A (A 2 Bk E © IR
AE ~ HEEIRCREA g SR - A — S EE G T - BT (E S EAHGAAR AR R
AR AEIRIR S E o T (EEE PR E 7] LAFE iR M DO RE - AR B A B0 Lo
SEORHEE o WRIIEE ~ EEIFRAE /B0 LR S BT LAFE DU AREEAE © F S
FER(FV)~ PREES) TR - 670 #8207 RIEL(OMWT )~ e RIESRER T7(MIP ) ~
HAMEREES] (MEP) ~ NRE BRVHITE (HHD) B57 ~ 88 - B8 - 5
BN FARERIE (GSGC) ThAERE 115 ~ RS UjHE HIE-88 (GMFM-88 )
O/ B PR S 3% -

[0277] fi—&&FhiHIF - FridFEse R A &I EEAILOPD -

[0278) fr—tbE e - fLpTal a3 2 Al it (E#e B 4930% 2 4985%
AV EITZEEGFFVCY% o fE—LLF i+ - fERTUER </l - FridEss R A LI ME
HHHE—{EEYE T ZEEIFFVC% : 30% ~ 35% ~ 40% ~ 45% ~ 50% ~ 55% ~ 60% -
65% ~ 70% ~ 75% ~ 80% ~ 85% - EFEEE(E ~ AV E(TEEGEE - £ —EEi
B > fEFrHOERE 2 A > ATAUEREEA 2/ 0 LU TNME R E—(ERY B LR S8
FVC% 1 30% ~ 35% ~ 40% ~ 45% ~ 50% ~ 55% ~ 60% ~ 65% ~ 70% ~ 75% ~ 80%
B % o L EHGIFR - AERTUAR 2 AT > AT E R R A (E30%E140% 2 fE -
FEA0%EA50% 2 ] ~ 1 50%H285% 2 R 5 A £30%E250% 2 [V E 1T B EEFVC% -

[0279]) fE—tbEhafIF - LT aH 2 /T > Frat(ERssES/ L~ (E RS
HITEEBYER MTEEDLIA0K - fE—LFhHIF - fEFTUER <Al
Pt E BE BB 0L A 12 (AL A TR B B T ELIA T E R E—E
45 ~50 ~ 5560~ 65~70~75~80~85~90 95100+ 125~ 150 ~ 175 ~ 200 -

5590 H - 4t 142 H(EHIEHE)
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250RECHE oK - BUFEAEIEEE < TRV T ENI&RIE « fE—LEHuf)+ - Rl
B AT FTAUERSRESIENME LA Z AT ERBIIHIIF N T1TE40 m#i50 m
ZE e

B. EE-BEOE#EY)

[0280) ARt T 7AEAEMR-EEEREY) (AT E "Hi
GAAREGY) ) > HESEM - GAA (W REEo-RtETRE ) DU EREFTI
FHEEFTAGAA (PINSEmATEE ) FEERERE T - AL —ELTHER|T - Bl
HELHOHE - AL —SEE'HEHIT - AT R Ry (E B hE-o-Bfz (M6P) -
S E G - FriEE-ER B RSV E AU METEE—# 2 46
8~10~12~ 1416~ 18 ~ 205 F Z(HM6P - E1iEELE(H « RV EFA{EEEE
FE—EEHEAT - Pt EE-E 8 E a5 A E§a (avalglucosidase
alfa) o

[0281]) fE—SL&HafIT - AR EEM-EHEHEY) = (1)
GAAZEH - (2) FMER 3) HREATIGAAE B BT AL A AT A ] -

[0282] fE—&ETHEHIF - Arlsil-EOB#SY AR () BYEEHE -

OPO5%
OH
/O
@

OPO,Z

&A
OH
HO
HO
O
OH
/O
HO
(@)

HO

°~L+—GAA
— —n OF

F 91 H - 4t 142 H(EHIEHE)
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HAFGAAZEE M- AtE G L2 @ B A s B P il GA AR (L 22 i+
A Ho@ 1210 « fE—SEHEF - ngl - £ —5SEE
B njE@3 o AE—ELEHEHIF - ngd o £
§1 o ngg6 o AE—EFHEHF - nE7 o 4F
E—ELEHF - nZ10 - fE—5LF
7~ 889 o fE—ELEEHIH - nAEEIHE2 » 9E(10 o fE—
BEFIth > nise e DA T #EIE 1 1-22-3+3-4+4-5-5-6-6-7~7-8~89-9-10~ 1-3 ~
3-5+5-7+7-91-4~4-7~7-10~1-5+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-T o fE—ESE R > nE5-9 -

[0283) FE—LLEhwf+ - FritEiE-EaEREaYEAZ0 (D) Ay4SEHE

nE9 o

OPQz*
ﬁ
-0
HO
HO
HO 0
-0
HO
HO
OPO5*
OHO o
HO g oH
HO HO
HO
HO 96 !
5 HO ot O/N:CH—— GAA
L —In (I1) >
HAPGAAZ I M o-f e hE » LS (L2ER+ > W Hngl 210 « f—5%F
FEfIF o nigl - fE—ELEHHIF - niE2 - E—ELE A - nE3 - £ —ELEhE
B > n@d - E—LFHHIF > nES - E—EFHHIF > nE6 - [E—LF ]
Fong7 o L—EFHAIF 0 nE8 o A —EFHEHIF - 029 o fE—ELFE I -
nE10 « AE—EEEFHEHIF > nfEEDT 2223425167 859 o fE—LLETHEf
o AEEE2 3455267898010 o fE—EEFHAIF > nEEH DA T #EIE
1-2+2-334+4-5-5-6~6-7~7-8~89-9-10~1-3+3-5-5-7~7-9 14 ~4-7 ~

F92 H - 4t 142 H(EHIEHE)
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7-10 ~ 1-5+5-10~2-10~3-9 ~ 4-8 ~ 2-9~ 3.8 ~ 4-7 ~ 58 ~ 5-9 ~ 5-10 ~ 4-7 ~ 3-7 ~
2-TRIL-T o {E—EEBERERHF » nE5-9 o
[0284] E—SETHAIF > FrilERE-EHEFEEYE A (IH) HY&EHE

OPO,>

OH
~0
@

HO
0PO,2

ﬁ
- OH
-0
HO
&A
~ \M)k W /N_CH——GAA

u NI E

HrEGAARR o FHEERG 021 %10 1 B mAlpBir i S e 51 %

HIRENY - AL B EEREHIT © ] - AL EREHIT 02 - fE— BRI o n
23 o L LB - 4 - LB EREHIT > nES o fE— BRI » n/E6 -
{E— LRI » 02T « L —LLEHEHI - nE8 - AL —LEEHEHI » 029 - 1
LRI 0 010 - {E— LB LI o nEE A 2253545546+ 7 859 -
FE— LB HEHID o 0 AIE2 345678~ 9510 « AL ELEFHEHIF - n
MEDTEE:1-22-3-3-4-4-5-5-6~6-7~7-8~89-9-10~1-3~3-5~5-7»

W}

l\?

7-9~14-~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 ~
47+ 37 < 2TRINT o AE—EEBEHEGI » nfS-9 o A5 —EEEFEHIH » miE] -2+ 3 -

4567889810 - fF—LoEFEHF > pEl ~2-3-4-5-6~7~8-~95(10 -
(E— S BRI » mAIpIB TS 6 DL RSB 14 4-88-102-4 »

26~ 28~ 210+ 1-3 ~ 3-6 ~ 6-974-10 = {E—LEEFHERHIF » mFIp I HSE & el
B VESHRERE - AE—SEEPHEHIP - miE1 23 4205+ A FpfEl + 23+ 4505 ¢
fE— BB - mik] ~ 2803 » W FpfRl ~ 2503  fE—ELERHEGI - miES - L
FLpfl o fE—EBEHEPIF » miEdil A1 o 7 — BRI - mE33 Apf! -

5593 H - 4t 142 H(EHIEHE)
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(E—LEEEHIE  mE2UApR] - (LB » mB1 ApR1 « {E—LLE
Bl mAREIAS » A Fp Fai3 - fr—LLEREpl - mRaiEd » I Aol
B2 - fr—SEEREHIE > moAEIES i FLp R - (LRI mEE D
LA HpR B/ « fE— BB - mEE/02 - A ApRE/D1 « el
o mBEEDS - L ApEEDL -

[0285) fE—EEThEis - AHEEM-EOEHEY (Fl0 - 20 - (D=
(D) HyBEEY)) PR B R R692-20 - i EHEHIs - SEEE-E
S PHREEIEER2 4 6810~ 12+ 14~ 16~ 185720 - {F—it
DI - A AEN-E O S PR B R /02468210412 -
14+ 16 ~ 185720 « {E—EEBEHEHIF » AHEEM-B O EHE Y F R EEIEE
FABHEL 46810 12 14~ 16 - 185020 - {E—LLBFHEHI+ » AEHE-E
B LR B B B R DU T RO (B4 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 ~

oy

i

—

il

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 o

[0286] fE—SLEhafld - BTt EiE-E 0 E R e & 3R A e

(avalglucosidase alfa) - S FLAGHEEESot 7% AneoGAASNGZ402666 - X1 F Ajik

HlfoE AGAARTEEERTHVE = - HEES [ TSR - Frt N H Bkss
S A BT IGAARE S HYWI(E AR H Ba 1E-6-15l% (MO6P) &7 © 25.Zhou Q.2
A, Bioconjugate Chem 2011; 22: 741-751 » 3 R & HE HHBaHYAS Y MAFEER 1 B
#o) T BigorhH L Y B2 AT 4 A B BN BV 1S5 3 70 - 22 FZhou Q.55 ABioconjugate
Chem.2013; 24: 2025-2035 - E/ERE FUIR/NEMER 1 DA o —HYBIE 45 T
SR ME T Bt I IR PR T B FLA e o MRV E - 2 /.Zhu YA
Mol.Ther.2009; 17(6):954-63 o

[0287] BUfFASCRATIHYEAE-E 0BRGN EE AR ERIAY - 2
RN - US 7723296 ~ WO 2008/089403F1WO 2010/075010 » ¥Rt HsEFE S |

5594 H - 4t 142 H(EHIEE)
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FRRAHZAG HF AR -

[0288]) Rt o] LIGER AR o - B m] DU 1 (BER B e ple Akl
i - PER AR o BV 1T LUE [ B Ry EGE AT LU HE R B MR &) -
FE— S E R - w] LU A e R AR o By St A1 T (L 22 BB Z i 2k B g
ol C EERC ) o AL —EEHERIT - FrAtEE il DU B RAFALRY
A B EERER S E -

[0289] GAAHY Fr 71l 2 # A By (2 H #l 40 > MartiniukZ A,
Proc.Natl. Acad Sci. USA ~ 83:9641-9644  (1986) ; HoefslootZ A, Biochem.J.
272:493-497 (1990) ; MorelandZ A, J. Biol. Chem.280:6780-6791 (2005) - 2R,
GenBank & #%5ANM_000152  FTAtGAAR] LUZBF ERIGAABE PRI AT -

[0290] ATALGAA R DAER AR LA EE TR ERS - (£ — &R HI -
FTIlGAAEREEH - A —EEHHEHIT > FrtGAAZIETEIS EINE (CHO) 4
RETF AR AGAA  fE—SEHE 0 - Arit \GAAE AR (b 2o - (£ —E 8
B > FratGAA B 2/0— (@5 E - fd0 - B 20— FHREEEAIGAA
A DURE 1 A 2VE IR R R FER R LCAASIEF AL —EEE a1+
B - B 2/ 0 —(#RAEERIGAA D] LIRS A S it Ee (fa0 - S lBgsn )
SR B R (ECAAKIER - fE—EEHHT - B2/ —HiREEE
GAAR] DABR A 38 [l IR AE S e VE AR (anflsn - fifk ~ Bl - Bkl -
Btk ~ BRI EE ) BERe(bRVERE(LE RS - DIEEFME-GAARESY) -
—EEEHEHIT > FATLGAARAIL ~ 23~ 4~ 5~ 7.5~ 10522.5 mM= B L E ==
b - AL—EEFEHEBIT - REFTLGAALE e LA B ATl GA ARY TN E RIS R BT A
A LA SRR H BR b Bl 2 i (BHY RO N TSRUE - AL —EEFHEBIT - A
FE B ERER R/ NI EY2 ~ 3 ~ 485 mM e A —EEEHEHI - ATl R e ) b
5

BB &

i

o

[0291] wIDAfE A AT HEER P A GAATE H R WY HAth 50k « A5 — 2 F
FEplT - FrltEsE-EQ B RGeS e e S — e EER R RS

=

5595 H » 4t 142 H(EHIEE)
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CRIEMEREBENGAAE A RIERBIFED - £—EAIF - FriiE-EoE 8
Y e E e EESENEMEER 2/ —FREIICAA S ERBLFHRY -
[0292]) fE—ECE& il - v DAERTILERE SR IMGAALE H B AR (40
PR B R EE ) S
[0293]) {E—tL& il » v DAERTZLEREBIFT ILGAA FAVERES © 1F
BHE ] - o] DA FT i SR A A TR RS o AR A B R
AR SRR AT RN RN - R EOE R AR o
AR ARG - T DUE P P B e B B &5 1 DA PRIEE R BRI AL - A%
AR R LRI - 2 1R BRI S e 2 -
[0294]) @40 - Frafitl- & B B RS YT DS AT se AL CEFERIA -
- WRET - FREE - FREL) FI/EGS | AE S E AV E A ER N F ARy
REEINV R EA SIS - ARSI ANEREERY A A 2R - fla > BA
D —{EFREATEE O ] DS OISR e (B0 SERe ) SR A
AR E DS - (S —EfF - BREEEF DFERERESR
EEIEEEFEBITIE 292K 5 | A Wfd0Wang ZE A, Proc. Natl. Acad. Sci. USA
100:56-61 (2003)F it - FE2: FLEIAN » SREI A HFE /A FA5%2006/0228348 » HAH
TR EEEE A ZEEL F -
[0205]) Frfabg i  Frit )y A B E R RN 2 Fril - E A
BREEY) o PrilE AT DUE PVE TEIE R i & CRIAV R R R 0f0 sEs
WS L = ZBRE AN E (L8N (STAB) -
[0296]) {EHELbEhafI+ - e A I E D E e v LU A & 18
sERERR o L—EEHEIF - TLAERRAGVKAE A E:EE (HIC) - HIC
BB HE T E650CHI650M ~ E£650C ~ ZEEL6FF ~ CaptosFELFICaptofEEL -
EHAE G - FEEY LM eBE S ERE (W - 5] - $580R) KE
B o AE—(EEHEEIH - PTALASE & AR R B B R U A S -
[0297) {T—Lghif+ » BaE—RIEEEENEREE SHASEDN

7
ﬂﬂ‘l

HH m

m

596 H » 4t 142 H(EHIEE)
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Sl HEA R (IV) HYEEHR |

OPO,?
OH
-0
HO
HO
HO 0
-0
HO
HO
OPO,?
OH 0
HO ~ o
HO HO
HO
HO 0 o
- o)
HoHO OH
HO o) o)
0 \L./ NH: (1)
HAL B b2 ER T -
[0298]) fE—LL&haMI+ » = (11D BYEREEZ (V) BVENE -

&g %W/

Horrm AIp 7 58 5 &0 lE By 1 2 108V EE R - (E— L E el & - mig1 - 2-3 »
45567898710 o fF—ELEFHEMHIF > piEl ~2-3-4-5-6-7~8~95L10 o
HE—EEhEd > pEe/b1-2-3-4-5-6~7~8-~ 9510 « {E—LLEfHHIF
mAIp & 7Y EE e DL T H B R 0 1-4 - 4-8 - 8-10~2-4~2-6~ 2-8 ~ 2-10 -
1-3 ~ 3-6 ~ 6-9F14-10 « fE—LLFHE M - mFIp B T7 M 58 5 HaE 1 2 SHYRREY -

597 H » 4t 142 H(EHIEE)
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AT

—EEHEAIF o mEL ~ 23 455 0 A HpEl ~ 2~ 3~ 455 o fF—E A
»mygl ~ 2873 0 A Hp@l ~ 283 « £—EEFHHF > mES5 > i Hp@El o fi—

_E_.

o miE2il Hpigl » AL —EFHEAIT > mE i HpiEl « fE—SEEHEAIT > mF
wAS - AL Hp A a3 o AE—EEHET - m A kg4 > 1 Hp A FEaE2 - fr—

LYy
Faflg > mAEERES > AL Hp A #gidl - A —EEEAT - mgz/1 > L HpEE
D1 =B EHEH T - mEE/02 > LHpRED] - F—EEHHT - mEzED

30 W HpEx/l -

[0299]) ERMEECHYFEEH Y - HES AR E—TEEE
-GAABEEY) (B0 - - - Ao ) » fe—SE T - Frific
BLYERZELEY) o A — S EHHIH - FrticEY) 2 PR O o fi—i
HBIF - ATl B EEAH S Y2 I T lUREZBC BV B RERY o B IR A AT A AL #YY)
FHE&aesd &9 F Y & LOPDHY AR AR

[0300]) fE—SEFHEIF - FrABiEYIESs © () APl E—TEEE
-GAAREGY) (Bl » -2 - Ao ) 5 DR (b) HEEEE - fr—tk
EhiplF - priiic Y@ G e S EmR - WAERE o A E T o AriEcs
—FHECHAEIRE R - W H R BB - (e —SE I+ - Friticsy
REDEMR > 0 ILAIEERS > f40 > 2 (LALEEHE80 - T —L &+ -
PR E SRAZEC YY) - A —SE S - Friticsy) 2 nl Rz ECEY) - 1
—EEHEHIT - ATCEEEEAH &Y RaZE B EE Y -

[0301]) {fE—EFhafl+ - Al EEsE aYa s © (a) A FTeE—iEsE
TE-GAAREGY) (B0 » -2 > SR FATE TS ) 5 (b) TERET 5 (o) HEREEL
LUK (d) SRR - QO4HREER - AE— S E a0 - Al gl aYEa ek mEk:
Bl anZIEERRS - Pl E LELAEEE80 - fE— L E i fT - PrillE S &Y
(e REZBL B SRR -

[0302) {fE—SEFhaf+ - A EEE &Y s | (a) A FTeE—iEE

==
B
==
B

598 H - 4t 142 H(SEHIEE)
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TE-GAARESY) (B0 » Z-Z0T - BECRL AT o) 5 (b) TEERS 5 (o) HHEEE
PAK: (d) 4HREEE - Ae—SE I+ - FrBEEeYES © () ASFrilayE—
TEEM-GAARGY) (B0 » T2 BCCRARET a) 5 (b) TR (o T
el 5 (d) 2HRERE 5 DAK (o) FRLLALEEES (B0 > FRILBUERE80) o fE—tbE i
B - ATl e #EAR Y AR ORI B

[0303] FRIESATET » BRIASETNE SRS R EEH /L - 1R
KEME-GAAR G YIS SRR E R R R AR EES - AT OB R AR
i CRI» A2 B REZECEY)F ) BfE A P il SRR B B (R H Y HEE -
AREZ ALY pH L E e AORRZ 2 A (Bl > v BEZEC B ) B SRRz
Y2 % 4HEY)EIPH

[0304] fE—dEhifls - At gl &Y 241 % 2 4Y5 % T BE T
BFEFIOLI A NME RV E—(ERV T EEEE 1% 1.5%2%~2.5%~ 3%~ 3.5%~ 4% -
4.5%E05% » FFEEEE L MR IMEEEE - £ —SEwAI+ - PrlEsEd s
Y& LI P TE A E— R H BEEZ 1 1%-2%2%-3%"3%-4%4%-5%"1%-3% -
2%-4% ~ 1%-4%51%-5% o {E—LeEFHEEIH > Pl B84 S Wa 2 491%-4%
WMER2 % H Bl o

[0305) fr—tbEhafld - FrtEEEaR G E 2 470.25% 2 494 % R B
(g0 > HER: ) - BFEFINLIL T EFR A E—(ErIREERE £ 0.25%0.5% 1% ~
1.5% ~ 2% ~ 2.5% ~ 3% ~ 3.5%=4% » FiEE S{E 2 B ERMEEGEEE - fE—5%
Ehafs - il EEie s MEF RV E— AR EEE ¢ 0.25%-0.5%
0.5%-1% ~ 1%-2% ~ 2%-3% ~ 3%-4% ~ 1%-3% ~ 2%-4% ~ 0.25%-1% ~ 0.25%-1.5%
50.25%-2% o fE—SEHiFIF - Al A S YIE8 470 25%-2% H el - fr—
LEHEFIT - AT EEAH &Y B 2402 % H e -

[0306] fr—tEhifld - FrkEEEaE &Y LI T EFRE—ENER
thfua Bl A Al (P > THHelg) 16:1-8:1-4:1-2:1-1:1~1:2

1 4B 5 AFEIE S E IRV EEEE - A —SE P - FrifiEs

599 H » 4t 142 H(EHIEE)
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SRR GG INE B ST BRI TR -

[0307] fr—tEhaf - ARkt 8E4H &YV 2475 mMZE 50 mMEE Er |
(filsn - 4RRERE ) - BFEGINEILL T EFRAE—E : SmM -~ 10mM ~ 15mM ~ 20
mM ~ 25 mM ~ 30 mM ~ 35 mM ~ 40 mM - 45 mME{50 mM - GLFEIS E(E > Y
EAMEEEE - fE—LF AT - Pl g S YE e NMEF I E— Y
FiT it 4875 - 5-10 mM ~ 10-20 mM ~ 20-30 mM ~ 30-40 mM ~ 40-50 mM ~ 5-20 mM -
10-40 mM ~ 10-50 mM ~ 5-25 mME{25-50 mM o {E—EEHfIE > FriE s
PIEL & 4710-50 mMEAREEE - AE—EF G+ - FrilEERE S Y& 4710 mM2ZH
Pl -

[0308]) fr—tbEfifl+ - At EEEEaE & YIRIPH R&YS S22 476.5 - ELFED]
WEILL MEFRHE—(H 1 55-56-57-58-59-60-6.1-62-636456.5 -
BfEE S E B EAMEREE - £ —SEHYIF - FriilEssH S YHIpH BT
DA A E—(# : 5.5-6~6-6.5+5.5-5.75~5.75-6 ~ 6-6.25 ~ 5.75-6 255{6.25-6.5 -
S EHF - Al EEE S YIIpH F496 2 -

[0309] fr—itbEhafld - At BEEaH & 1E 2 470.005%-0.05% » ELFED]
WNEILA ME FEVE—ERYFREDS ] (FI0 - 2 LELEEES ) £ 0.005% ~ 0.0075% -
0.01% ~ 0.015% ~ 0.02% ~ 0.025% ~ 0.03% ~ 0.035% ~ 0.04% ~ 0.045%5£0.05% >

BFEE S AT EEEE - £ —SEHEIF - FrtEEEASE a4
™ME FEVE—EETFREE I B UIFLEEES ) 1 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%Z
0.005%-0.05% - {E—LEhaHIF - FriflEEEH &Y 2470.01 %% ILALEFESS80 -

[0310] fE—4EE G+ - ATt EE4H &Y & 491-10 mg/mLAYEHE
-GAABEEY) BFEFINEI LA T E IV E— (ORI ENE-GAAREEY) 1 1223
4~5-6~7-8~98(10 mg/mL - T —ELEHF+F - FrlEEEA SR ENLIT
A E— AT B -GAASEEY) 1 1-5+2-8+3-7+4-6+1-2.5-2.5-5-5-7.5 ~
7.5-105¢5-10 mg/mL - fE—EE i+ - Al asl & Ya & 475-10 mg/mLAYFT

55100 B o 3 142 H(EBHEREE)
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MEHE-GAAREGY) - fE—EEHAIT - FTtEEE SR E4Y5 mg/mLAYATL
BAE-GAAREEY) -

[0311] fE—teghafld  FritEEAEYEE | (a) A ATeE—TEE
HE-GAAREGY) (B - I-201 - BCCFEA o) 5 (b) §91%-4%HEEEE S (o)
£90.25%-2% T Bl 5 (d) £910-50 mMARRERS 5 AR (e) £90.005%-0.05%5 ([ 1FLf
Be (B0 - FLFAEEE80) < fr—EEHEpI+ - ATEEEEAH & Y)/E 2495 mg/mL
4910 mg/mLAYFTRERE-GAAREGY) - fE— S EHEHI+ - FTtEEE4H &R pH
BEI5.52496.5 o

[0312] fr—teghifld Pkt B EAeYEE | (a) A ATeE—TEE
ME-GAAREGY) (B0 - - - BECFEARE o) 5 (b) 4R2%HEERE ; (o) &Y
2% H gz (d) €910 mMEHRERZ © LK (e) €90.01%Z L LIFLEZAS80 - A= —LE T
o FTLEE BEAH &Y 2 4TS5 mg/mLAYFTLEE-GAARE G - (r— L E i fI+ -
Tt ES BE4E S )HIpH B3 476 .2

[0313) flieE “RENR" WAL REZHIRE S R pHAE R L 7] e 52 i B N HY
ArdbgErm| > WG B o] DVEFEIRINRRE (BRIARESNEIRINnRST )  4HAEE - WARRED

(BEEZSAECHERESH ) ~ Tris (Z(CRHEMERTE) ~ " JRh - SR (i
BB )% - RipHIZERI{E 3% S B N BV R ER AV BT EFE S0 B B OB Ia ik sn ) -
HTEBLEE - AHREEE - EIREER A A A TR K -

[0314] flosh 2 OReERE" ME GFEN T EER - HgeEmEritEn
B R E HHERR K 5 B A E R AR A R E A E I AEEN: o TTE R L]
SRR EZER A DL AL RITEY R IR I 0REE - Ol 2% aY - OwE
WA 2 B 5 > H B REVSWRE > 0% AN 0 DURREERE 0
el ~ WEREEFN&RRE T -

[0315) ASCRrufBosdy)En] A& —THE S fE B B - o] B2 AV A -
FORZRER ~ SRIIERENE] - PLECRIFIPGIERE] « ASCATl2 RoRaER] (A0 FEhz
FOH Rl ) PTLAEE 218 - EIAE (R R B ARARIAD/ 2055 17 080R - flash “IRRA

55 101 F - 4t 142 H(SEHERE)
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R RIZRME YIRS EAVEER] - BT IRALE 2 HBSnveHRy LA
RZRRRE F] DU FRAPMECURMDRIE ~ f2 2 R -fR R I figsa R HAGEF Ay
EEREERA RS - flisE “TRIJFEEE" BEAERISEE LS
EEERYES (NaCl ~ KCI ~ MgCl, ~ CaC,%) o

[0316]) {E—HEHFIF » AR Ea i EL - R -
H—EEEI - ASCTEC YR ST EALH - e — S E AT - AriEcs
YVEEEI1-20 MBI E(ER] (B0 HERkERE ) - BEREFIEINL T EFIIE—
(FEYRTAGR AR © 1~ 2~ 5~ 10 ~ 158020 mM » A1 FEIE Ee (g >~ RS HY - l{E e
o

[0317] ACFtACdYEfgeny - “REfy” BB TiEY) « K
Y E B AL FEER A EORFF YRS & A/ B L2 R E A/ E AR YR R
EME o FFHIEE OB REE MY & 18 7 i i e A Ses 2 P AT - 3l H 47l
FALL T Peptide and Protein Drug Delivery, 247-301, Vincent Lee4s, Marcel
Dekker, Inc., -9 > 449, Pubs.(1991)f1Jones, A. Adv.Drug Delivery Rev.
10:29-90 (1993) o B] AL EEERRE N 1B E RIS R E N HI SR8 E M

L. E=HENM

[0318) A HHEFEBERE AL A ST HUERE 77 AR ] B i F - iV E 40 A
BUT o FTCES AR A Y i P DAL & A AT H Y — T L BRI B B4R &) - il
feftEE AR isor RRZEC B B4 -

[0319) {E—iLEHAIF - EEAEELOPDIYEL » ATl EH B &1
Y BT S A S AT £ —TEEE-GAAREG Y (0 - -1
BOCRAENET o) - A—HEAF - FriEA Sy - FriilsY e S
ASCFTEE—TEEE-GAARESY) (B0 » 2T - B Al ) - 4H
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(6738 1T HE [OMWT]) ~ BERHLSRE (B ABSREES) [MIP]) ~ MERALGE
& (RARMEREET] [MEP]) ~ TRZANLAGEEE (F ERHITA [HHD]) -~ &)L

fe (PREES)D A ME [QMFT]) FfEFEAHERAEME (5712 [SF-12]) BY&
95

[0486] HAth HAYEHEE R ATME B RAYEER)EE - PRITMEEES)EE -
sy EEMEER e O XEZI IR HIE-88 [GMFM-88IAIHAE ~ SHEES -
=R EIEAEFHEGSGC]) ~ FRHLASERE (HHD ) -~ f@RRFHAESE (5
{[El%f: FEHYEuroQoL [EQ-5D-5SL]A1 5 B 4 i /E [PedsQL1E M A 1% L & 2% ) I
H s (FEERERERPDSS] - fE R/ ZER([PDIS] » RaschZ17HIRE
A RSB EFH[R-PAC M B E FASE(LEIZ[PGIC]) HIE -

[0487]) ZME 1 e FURHIRASRER R E B s 2RO YIERD (PR O
[Hex4] ~ (1175 ATl BE 25 B [ CK A0 Al P P B2 5 e [ ALT |0 2K P A& P B 88 e TG
[AST] o EEPARESHEEIR - BB H TP 2 o] IR S 45 SR 2 B B E Bt 5%
Y — B0 HY ot Al e AR A -

A

[0488]) AbfFE/E—IH3H] ~ Ll ~ 2B - FEtk - 5 - 12(8 ey £ %
TIATHA (PAP ) BF7E » FLERERE 1S LA M Er oo o] 3 o ( W 29 /520 mg/kg
qow ) 1E35% K DA R EH A ELOPD B3 RV LRI Z2 2 o AW s B g E AT

55127 H - 4k 142 H(SEPERE)
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BRI BIRES LAt ek CERIGHEY] > ETP) > HA{E12
{6 F 12 %5 o] il g okl o B S B A R SR AT T B ol B9 » BRI BRI S
FHETFVC% (<55% > 255%) ~ 15H] > Ffie (<18y > =18y) FIEZR ( HAEKH
ABRIN) By ERZE > DILTEERETHERE - & T iEH B S EGRFVCHY 2
HEE > BEGETVFVCEHTEME > 80%-85%Et& (& BLE 0T 5 EE iR
FESEEEASHY15% o AW TR AR PEFRIEZE IR 15 - I H AR SRR E
N2

[0489]) frEZRGHEMT - #EME2ERFRA (IV) #EER T AT
o B ol ey o TERE AR BRI (SR IR/ SR2R ) FltGRFEE £ 549 F (W49 ) »
SIS E -

[0490]) feRaiRs S LAt H igoRIIMERAIT - a2 EI VI £ T
R AREE N0 > (EWSIBRIARFEZE VT6/W145 > JLAR(HIT & -

[0491]) it REABAFES LA T ISt RIT - a2 AV £ T
R AREE Mo > TEVTT/WIATBRIAE AR 2 2 55/ MU 144E (BRE RN LA
Boft BB R B PR ARRY - LIRS RAE ) - ZET2{ESIMMIKIE -

[0492] $5: EAHEEALR BRI T B3R E < 18588 A RHE
& M2 EIVE LR T A T - fEREIR(ERH (BIR/ZR2R) Fta
FFEEWI7 - HLA(EHIE - BN ELES - (ALLEREBIRES LA HIL &
Wimh - FERE2 EIVEN £ TR AT g > (EVS3/WIIBHIAIL FRFE S £ 555
1448 (BCEEICRL A H RS o L B AT B PRt ARy » DR SCEE By
M) > ZETHFIIEE -

FIAFUIHFIEE

[0493] AHFEHVZETRIAASEELTT © (1) BEFE> 358 > W HEAZK
H{EAESACREE E R o- A TS (GAA) Bt ZEA/ R EA2(AEEE
GAABLNZESE - il H (2) BEREHRHSE RS THEHE> 30% H. 5 FHETHES 85%
W EILZESFHYEEFVCHIE - I HRESE-~ME (LR A B E BRI IF T T

5128 | - 4k 142 H(SEHIERE)
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EEA0K (REIIZ0TERD) -

[0494] HEEZPEFRACHIFEZSMIRERRANT (1) FEERF 2L LT (2)
FEA AR (ATEANER ) ¢ Q) B fHE ¢ (4) FriEE FURMHEREIRY MER PR
BB MR © (5) SoriEd HATE A Sz SZah Bk ¢ (6) A BEALERE ¢
(7) AR ESER AT HAREN/ B R fe T R HIET A £ S Re
NEE  (8) B (WREEEAR LEERREFTERIIARREAN > Al
BHEIVEAEEEN) PREEREERGE ¢ 0) BEERSMERNRIERI 5
—IHERPRITFE > BAETERER ERIRAY30RES[f -1l (LlR=E Ak ) NEES
PACA IR T HATRFE M S s R LR AU AR SR ¢ LUK (10) L ERBER IR TR O {
RN ERIF S RS A 5 -

T BB B,

[0495] EFAURYL » FHEKBLE BTG G THETF VCOo e B4R 21211 H
(5498 ) HYE(L - KBRS (LUT2EICER 2 A 4987 E(E) &
6MWTHATEERE ~ MIPAIMEP ( 5THEHE%) ~ THRALARE (HHD) - S
fe (QMFT) MIfZFAHRBHAEESE (SF-12) -

[0496] #RNZ &M - KEEA REMF (AE) NEEFTHRAYF B EHF

(TEAE) (HfEEstERafE (IAR) ) -~ B/RERE (REREEYIEE
MREBAIFR 5347 ) ~ Befste s - el - B S FeEHE - 128500 BIE(ECG)
A AN 2 R MRS -
[0497] FEMMETEEYVITAE (ADA) MIFRIGAE (NAb) S sKEFEPAP
MRy e R -
SERACES
[0498] =& EhEfEESYIAE (GMFM-88FIGSGC) ~ ERANLA5RE
(HHD) - f#FEAERIA/ESE (EQ-5D-5LANPedsQL ) DUK ZESEE ~ 2 3H 5
FOEETJEL RS -
[0499] EEIwEERIBTEFTIEAEEERREREDR (PDSS) ~ EEH
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R EESR (PDIS) - RaschZTHIREHFFRMEEIER (R-Pact) MIEFLEE
B(LEIE (PGIC)

[0500] & H 95 1Y B #2 R R 2 B 2= 2 B A A W) IR S0 BLHE PR R PO
(Hex4) ~ MUEHIELHES (CK) MAFESNREELERES (ALT) FIRPIA IR
Wl (AST) o

Ty

[0501]) ERaEVERER (mITT) BFiEER A2/ DI E (F 7
280 WFTABREESE - mITTEHE ST UGB LB ieths - 25
iR LA AR ERAH R T lE T -

[0502)] FF&/i%E (PP) BEEER AmITTEFREHYEE4H » HPFRR T HA
REs B T B RE BRI B B T AR B S - (LB RIEME 2/ HEE I FLEF
i BB BEERAEPPEEAS < AP VIEZE « FPPRERS R B M E A B HY -

[0503) FrAZEMriiadEEE T2/ VIREE (FoeEiaih)
HIFTH B ENZ 2R AT - BN BERE I AR M ETTIELE -

[0504]) pEIEBATEEIHAEE (Bl - AT ot RETIVEE) E&R A
SR AR o B ] A R S o R IE AR B S549E (W49 ) BY 5 THETFVC%Ig
EE L THER  imedadE THERBEM - LG EEIEN aFEEER
B o et E (ffiEtes) Noth ARENEENENESES (MMRM) -
Hie ZREREMEE AL (MAR) - MMRMERIEIFE(E Ryl 68 B BV AL 4%
S THETFVCY% » DURAE Ry [E E BRI MR ~ G2 - JaTe ~ AL ERBEHAC
HER - (BRI AR LRIV RGE R (L7 T 2= B[ B NGRS A T » [
FiKenward RogerT{LLffET EH HE - A H{FAETR R AR DA EAETES - 12
TR TR A RZEER - HEREAIOERE T LRI ERE R -
HR BB TR A -

[0505] {FHZEMEERMN “F2aE RETZ 2T - FTHAE
(o P 07 B A B P B B2 57 #1( Mledlical Dictionary for Regulatory Activities )

55130 B o 3 142 H(EBHEREE)
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(MedDRA ) #{TERES - £ RS F3#ERFFEMENE e RHAIZEIERE E
R o7 350 Zias B 40 A (SOC) Rz EHIER 7 BEHY E BEflasE (PT) - #&M
EIEAERVE BB EN T e ER - F—EE TR —F S REEEERT
sTREUA— K - ARETE O o tery o B2 S Ea AN Z 2 MEREE - a4l
HAEESFTA TEAE ~ B AT RE BN SR 28 VMH ARV TEAE ~ Bra EZ0aK T 1k
HTEAE ~ FTA BIARRYTEAE ~ FrA e P HIRAV e E-F BREMF (SAE) (8
JBFAERHISAE )~ AT B AR BERVAE ~ KR ERYA BB (AESD) - &
a2 Bk AR R E R ERE - £k - ECG
TSR -
DIFEFFRE0FE]
[0506] EREBERIFIFERVRFERE 2/ DREALBE (1518) EHNE
PEEEAL R R SR HRE S TP A3 5% £ < 185RHY S BB ne sl B2 52 [99/F] -
[0507] ®FEHARLAE : (1) 2 £ 1ARAVEREER © (2) 4RV REHEII(PAP) -
bR T HEAAS A RR S RIE a3 < 18RV IR B & aedE © (3) ST
HEERIZ Z6FRIF RSB (BIRRE S At lsoRIRESAT)
M ESERTAYRETR CAHAERE © (4) ERFIBURB S LAt H o BIRERH IR 748
% 2 5YMI44E (CE RIS AT Bof L B g AT E B R T AT ARy (DARFRE
FEFERA) ) 5 MUK (5) ZR4FRVEREEREIRE R EER S0 o
B.4ZR
FERE 1
[0508] Zn@2Afrea7r > 1002 B ERE AL - 3l HFTA B Ig80aR -
VR AahEErigeasH iP5 148 - DU T ey iEH igeasH ih4944 - FLARAFRYES A D4RET
SRR LOPDERRS » Il HAE2{EDEFH P KBS HHIL - 281 HYI5{E + SDE
BRAE S FL T T RS ekl T E46.0 = 14.55% - i H AR Ay ligodH /E50.3 + 13.7
PR o RZESHE> A5E © R AMEHIBasE 274 (52.9% ) b H T ey iEH o
dHF304 (61.2%) o SCFLATHET lifokH o HY— A2 BB TR He< 185 o BT FL At
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HlGasH (5.9% > n=3) fHLL - AT EGodE FAVE 2 2815 (24.5% > n=12)
EVHPEF @A T e o BRI EadE (42.9% > n=21) fHEL - EATHEH TS
4H AV EE 2 S EEAEBIONIASE (60.8% »n=31)  EXAERBEAFELR (39E +
SD > ) 232.94 + 16,58 (WAL NSa) F137.73 = 15.74 ([FEHEENga) o
& E TIEAREE TR TR EE Y L BB (39{E +SD > ) j213.36 £10.98 (XKL
FIET o) F112.65 £10.08 (P& HEGa) - i B ¢ 2 & i) ErIEsE (35
B +SD > ) &1.3+2.67 (L FANEFEa) F12.21 £4.99 (FAjHETEHa) -
[0509] FHAFREM (4) SCHMER (1) » AREFEPAPH KA H
b (EEAEPT R IRosE ) © 95 BEMEAETP » i H44 B EFLETPHH L
(3AEPAPH Y X LA ME H ERasH R 2 AR R4 - I H1BEEAMREF] -
12 {EPAPHRY A HIBasH T R REM]) - fLEREUER: - HERI1LBEE
TEETPHEST «
[0510] fE4E1L894 2Bl E R i (EE M AR P 2D —FEF 8 T &
AV RRSC.-32-13T> G * XA ERaS B HhiY4344 (84.3% ) FOF#hk
FERaSBIE 4644 (93.9%) - FNEIR 1 - fEEHc. 32-13T > GE AN
SEIE T - (AR TSoE (23.9%) FEVEIE T/l ] s 2B L U R AT
BaHF (7.0%) Y2
[0511] HTHETFVC%A6MWTHY I E B 47 (B AT S FL A i B okl 43 7]
JE62.5%%01399.3 mill; H 75 % M H B aiH 73 Bl261.6%F1378.1 m - MIP 5 THET
E%H S FATE T IRoES51.74 £24 .85 W H AP Ag i EGoES53.71 £23 47 -
71 P ey b Fr B ek R AYMEP (5 THETE % (7021 + 27.32) S S R AT st
(59.17+£21.60 ) LI ATHEEGa4E FRAYHHD( T E S5 ( 1466.16 £604.91)
= S FLATNEE TR (133045 + 625.44) o AHEEPASCRLATMEFBfo (1535.95 +
673.60) - [l HE§oYHHD ( FR) EE&/FtE RS (1608.56 +633.95) -
[0512] TEA0FE &AW ALOPDEL#E R FTTEEARYNEE - CK ~ ALTRIASTAE
WAH AL A GRS » AT T IR asH 95 5 « FRHex4{ERI4HHIFTH

"
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SHLIA R EGIFIETS - BB AT BsasHAREE - £ AT TRt 1 5
= 53 RE12.71 + 10.10818.74 + 5.04 mmol/mol/Cr ( TE& : 0.194-3.36[4FE#513-18
B 5 0.142-1 92[4F#5> 185%] ) o

[0513] ESFIEI19RE T EEREM TR - Bl4FIE20A Z E20BLEL
T EETHEW A OSEETEAEGR R R - B2IAZE21D R [ BRI HRIR R -
MES - BEeME22AZE22CR T 7 BE AR S BHVESGHE - B34r
TR RR AT E e = S BV EGUKEE o« T BRI A = B R Ny
EIHVEESE B 7B 23A Z B 23BH AR o

Y/ ES

[0514] SFHEETFVCO%ieESEIFAIFMAIm/ N3k (LS) HEE(L (1
#=B(SE ) FEAFLAHE T IBasH HHi22.89% (0.88% ) - il A AL Ayt HligasH -2
0.46% (0.93%) (2FIESAZESBIIE24) - fEE49FHEF - B &t HEfo
AR BEMELE - SRR TR ARy B E U THETF VCHY R 2 .43 %A il
(95% CI : -0.13% > 4.99% ; p=0.0626) (2 HEI9AZE9IBRIEI10) -

[0515] 554 FVCHTHEME%HI R IER AT » S ELAEE iGodH T2k
AL LA FIFAR BN AR 5%V B Ry 2 813 (n=10 > 19.6% ) EEf#jHHE
HlgatH (n=3-6.1%) E% » HikHEE[EFFIVESALE (OR) R3.47 (95%
CI:086>13.98) o

[0516] fEEE49EIFOMWT (oK) MBI ELRAVLSISEE(L (SE) FE3CEL
A B ERaH FE32.21 m(9.93 m )- il H AT &yt et +/22.19 m(10.40m ) -
B[] A T AR L - SR AT S & B B B OMWTEEBERY K30.01-m (SE =
1443m ; 95%CI : 1.33m > 58.69m) HyB4AN (pfE=0.0405) - jZE R~ BIf07]
MEHEgoEEE - AR LA PE R B TRV - B A E e g oEEE - SRR
H gl A R EEOMWTEEHE 5 FHETE%HYR4.71% (SE=2.24%) B (plE =
0.0386) - 2 EHE11 ~ E12FIE26AZE26B -

[0517] 6MWTEERE (OR) HYSREZ A EUR - AT gl Rk &

I

55133 B o 3 142 H(EBHERIEE)
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T4 B N AR 4R > SRV IIRY 281 (n=12 [23.5%]) LEF &S
20 (n=6[12.2%]) T - HbskgiEEEFEOR52.09 (95% CI: 0.70 > 6.25)

[0518] ¥F.5FHETMIP%AI G THEMEPY% (2 B 13AZE13BHIE?28) -
HHD (™7 (2FE14/1E29) - QMFT (£ A E1SFIE30) FISF-12 (PCS
FIMCSHIE ; 2RI 1SAZE1SBFIE31AZE31B ) ETARPATHIE - 281~ &2
FIE41AZ B4 1BLEL | HAh R LB BR85S -

=1 HAERAES

FEWARF BN R GHILSS AR e  [TEEEN.  pEESELEHRR)
H{ER{ESE)

MIP( .5 FEETE %) -0.29 (3.84) 2.87 (4.04)  [0.6451

MEP( 5 TEEHE %) 2.39 (4.00) 5.00(4.20)  [0.6557

HHD(X445 V1557 » 5 TEEH6.97 (1.34) 478 (141)  [0.2681

(& %)

QMFT(4155) 3.98 (0.63) 1.89 (0.69)  [0.0288

SF-12 PCS154y 2.37 (0.99) 1.60 (10.7)  [0.5996

SF-12 MCS755y 2.88 (1.22) 0.76 (1.32)  [0.2427

R2 T HAM SR =8 EERILSI(ES(L (SE) -

28 N EAEEEEa FI&ERE o
(N=51) (N=49)
MIP 5 FHEHE %
Y9{E(SE) 8.70 (2.09) 4.29(2.19)
95% CI 4.54,12.85 -0.07, 8.65
MEP & TEEHE %
LS#5{E(SE) 10.89 (2.84) 8.38 (2.96)
95% CI 5.24,16.54 2.49, 14.26
HHD > TH%
LS#5{E(SE) 260.69 (46.07) 153.72 (48.54)
95% CI 169.11, 352.27 57.22,250.22
HHD > [FH%
LS#5{E(SE) 173.54 (38.04) 109.67 (38.98)
95% CI 97.84, 249.25 32.11, 187.24
SF-12 MCS
LSIF{E(SE) 2.88 (0.76) 0.76 (1.32)
95% CI1 0.47,5.30 -1.86, 3.39
R-PACt{E&E TS 7
LS¥{H(SE) 2.55(1.29) 1.49 (1.21)
95% CI -0.07,5.17 -0.95, 3.93

110121740

FEHESE A0202

5134 F - 4k 142 H(EPERE)

1103331476-0



202214302

PGIC H 75 Eh

LS#5{E(SE) 4,97 (0.17) 4.40 (0.18)

95% CI 4.63,5.30 4.04,4.76
PGICEHHRREAR

LS#5{E(SE) 5.37(0.16) 4.59 (0.18)

95% CI 5.05, 5.69 4.04,4.76
PGICIFIR £E

LS#5{E(SE) 4,98 (0.16) 4.60 (0.17)

95% CI 4.66, 5.31 426, 4.94
PGICH#%&4:

LSHE(SE) 4.84 (0.16) 4.19 (0.17)

95% CI 4.66, 5.31 3.85,4.54
GSCS#455

LS#5{E(SE) -0.25 (0.35) -1.31 (0.48)

95% CI -0.94,0.43 -2.25,-0.37
GMFM-884EFED

LSHE(SE) 4.02 (0.89) 1.44 (0.95)

95% CI 2.24,5.80 -0.45,3.32
GMFM-884EFEE

LSH{E(SE) 2.63 (0.96) 2.54 (1.32)

95% CI 0.72, 4.54 -0.09, 5.18
EQ-5D-5L » #5#h4:

LSHE(SE) -0.47 (0.11) -0.15 (0.11)

95% CI -0.68, -0.26 -0.38, 0.07
EQ-5D-5L » HEEHEE Y

LS#5{E(SE) -0.13 (0.10) 0.06 (0.11)

95% C1 -0.33, 0.07 -0.15,0.28
EQ-5D-5L » K GBS

LSH{E(SE) -0.30 (0.11) -0.07 (0.12)

95% CI -0.51,-0.08 -0.29, 0.16
EQ-5D-5L » IR/ #1557

LSHE(SE) -0.27 (0.11) -0.29 (0.12)

95% CI -0.50, -0.04 -0.53, -0.05
EQ-5D-5L » R/ HIEE4y

LSIF{E(SE) -0.36 (0.09) -0.33 (0.09)

95% CI -0.53,-0.19 -0.52,-0.15
EQ-5D-5L » VAS{E4Y

LS¥3{E(SE) 7.49(1.99) 2.20(2.14)

95% CI 3.53,11.44 -2.04, 6.44

[0519] #5Y S TEETMIPY%A &S FHETMEPY% » {1 R B4R AIMIP 5 FHETHE

YoAIMEP (5 THEHE %A Al {E T HFRIUAEE (B F248 ) 1% - WERER o1 -
EI33AZE33B R T AEEHT TR STEETMIPY%A] 5 THE T MEPY% /1 5549 G 1H
HRAGHIEE(L - RIEW TEEH TR - EEEHY S TEETMIPY%A ST

55135 B o 3 142 H(SBHERIEE)
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5FMEP%  fEEEHT HT1% » &5 THETMIPY%HIHE B EL4mHy# (L (LSI9{E = SE) /Y
FEEEA 40% + 3.04% (95% CL: 1.63 > 10.44 ; p=0.1505) - 6 H S5 TESTFMEP%
BFE AL 48 (L ( LSIGME + SE ) FF2.51% + 4.14%( 95% CI1:-5.70>10.73 ;

p=0.5449) -
23 ¢ FAREFAIMIP 5 TEEHE %AIMEP (5 FEEHE% (FEEF M%) -
28 N ELAEREE S (EEETE G 2y dat
(N=51) (N=49) (N=100)
HIIMIP S THEHE % n=48 n=47
}5{E(SD) 51.74 (24.85) 53.71 (23.47) —
b (& (Min, Max) 46.60 (9,116.5) | 48.57(17.7,106.5) —
ETIMEP 5 8 HE % n=48 n=47
}5{8(SD) 59.17 (21.60) 70.21 (27.32) —
o (& (Min. Max) 54.12(28.7,117.9) | 66.54 (19.7,136.2) —

[0520) 1ERE HRAYIMECAFTA 28T - BEREHEREEHE A
RV (P9{E £SD) » Hi e 5549 MG E I LA M logH S Ay B2 AHEERY
PR GAH R HY B E B EARRE - LB FHGH —SLERFT EE@SE - £
R ARSI T CKIR{%306.78+577.66 TU/L (11£739.9 + 577.62%442 .32
+411.031U/L) - 3 HAFP # e gV BM T - CKE{&103.58 £ 154.78 IU/L (1
566.35 + 431.464484.42 + 387.03 TU/L) -~ £ X HAEMHELHSaYEM T > FRHex4
B{553.9 £ 24.03% (#£12.71 £ 10.10%4.85 + 3.38 mmol/mol ) - i A {Efa &k Es
BEaf B T FRHex4[%{%10.73 + 32.33%( 1/£8.74 £ 5.04 4782 + 6.15 mmol/mol )~
E3SAZE3SD/R T | RE IR A YIECARHEXARIAEL HlG (CK) /KEERYIG(ES
{EE 7L -

[0521] A EA9E 1% 1E P B Tl o0 A e H it 1 S FL AT T B o0& %
(HAVEEE o (5TEETFVC%EWA9EIWITHILSHE (L (SE) £0.15% (1.06%)

(p=0.8854; 2 FHE25FIE18A ) - il HOMWT (£ ) BLSH{E %L (SE ) 5£23.32
m (13.69m) (p=0.0918 ; £ FE27/IEI18B) -
LR

[0522] {EPAPHh » JGHEH HERAYA B (TEAE ) HYSA4 AL X FLA i

FrillgodH F/286.3% » I A£ [ Ayt i asH /291 .8%( 2 R E17THIE32AZE32B ) -

5136 B o 3 142 H(SBHERBEE)
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AL FLAE TR orH TP RYLS. 7% B (BLFE2.0%HER ) SrAI{El atl g o o
HY24. 5% B (BLH56.1%MHER ) thad 4 1 iaH o HIRAYEEEAE (SAE ) - ££PAP
B> — % FH PR i o B BB T SR DA ZE (R HERR ) BISAEMSELE -
T4 o] 46 1 T B o A Ry ETP o 1y SR e M Moty S8 2 T R PR R R R Y
SAE (AHHRE) 1AL o AET eyl B okl B V42 82 - PAPHAR T 5+ R B4
M AR (RFE2BEAIARYER ) - A LA RgoE TPt - RS ELAhE
H o B FEHY BB T HY27.5% A0 FH o] g R H o B PR Y 88 T HY32. 7% {EPAP TR &K
fE T 2/ 0 —HM TR EFRATIAR

[0523] fePAPH > PNRzEEHERZEE (ALT) FORFIXRaBLERRaNg (AST)
FHEHYAEST BILES 9% AN0%HY S Bt Er o e B & e (73 hI{E2.0%A(
0% R & BAESD) - 3l H 73 Hi{E6.1%F04. 1% & E H s o S Y BB s

(o RAE6.1%F02.0% 1 # & RAESL) o friisH i e 22 2 & e == sRECGAHRAAY
TEALESRERE Y (PCSA) AR -

[0524] figeipife (ADA) RIEAERI(EIGFETEZAREIEY - FHEaRH
THIFTH WA G el Ry B4R 2 ADARG T - JBBEAZERJADA (RIERTFERA
LR AR EADAISVERY B & T EERJADA ) AL FLAIHE H R akH T HY96.1%5E
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202214302
1105 12 A 13 84 ik
SHLIA R EGIFIETS - BB AT BsasHAREE - £ AT TRt 1 5
= 53 RE12.71 + 10.10818.74 + 5.04 mmol/mol/Cr ( TE& : 0.194-3.36[4FE#513-18
B 5 0.142-1 92[4F#5> 185%] ) o
[0513] ESFIEI19RE T EEREM TR - Bl4FIE20A Z E20BLEL
T EETHEW A OSEETEAEGR R R - B2IAZE21D R [ BRI HRIR R -
MES - BEeME22AZE22CR T 7 BE AR S BHVESGHE - B34r
TR RR AT E e = S BV EGUKEE o« T BRI A = B R Ny
EIHVEESE B 7B 23A Z B 23BH AR o
Y/ ES
[0514] SFHEETFVCO%ieESEIFAIFMAIm/ N3k (LS) HEE(L (1
#=B(SE ) FEAFLAHE T IBasH HHi22.89% (0.88% ) - il A AL Ayt HligasH -2
0.46% (0.93%) (2FIESAZESBIIE24) - fEE49FHEF - B &t HEfo
AR BEMELE - SRR TR ARy B E U THETF VCHY R 2 .43 %A il
(95% CI : -0.13% > 4.99% ; p=0.0626) (2 HEI9AZE9IBRIEI10) -
[0515] 554 FVCHTHEME%HI R IER AT » S ELAEE iGodH T2k
AL LA FIFAR BN AR 5%V B Ry 2 813 (n=10 > 19.6% ) EEf#jHHE
HlgatH (n=3-6.1%) E% » HikHEE[EFFIVESALE (OR) R3.47 (95%
CI:086>13.98) o
[0516] fEEE49EIFOMWT (oK) MBI ELRAVLSISEE(L (SE) FE3CEL
A B ERaH FE32.21 m(9.93 m )- il H AT &yt et +/22.19 m(10.40m ) -
B[] A T AR L - SR AT S & B B B OMWTEEBERY K30.01-m (SE =
1443m ; 95%CI : 1.33m > 58.69m) HyB4AN (pfE=0.0405) - jZE R~ BIf07]
MEHEgoEEE - AR LA PE R B TRV - B A E e g oEEE - SRR
H gl A R EEOMWTEEHE 5 FHETE%HYR4.71% (SE=2.24%) B (plE =
0.0386) - 2 EHE11 ~ E12FIE26AZE26B -
[0517] 6MWTEERE (OR) HYSREZ A EUR - AT gl Rk &

I

55133 B o 3 142 H(EBHERIEE)
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Amended pages of Chinese specification-Encl.(T)
(B 110F 12 A 13 8% 2)
(Submitted on December 13, 2021)

T4 B N AR 4R > SRV IIRY 281 (n=12 [23.5%]) LEF &S
20 (n=6[12.2%]) T - HbskgiEEEFEOR52.09 (95% CI: 0.70 > 6.25)

[0518] ¥F.5FHETMIP%AI G THEMEPY% (2 B 13AZE13BHIE?28) -
HHD (™7 (2FE14/1E29) - QMFT (£ A E1SFIE30) FISF-12 (PCS
FIMCSHIE ; 2 RIE16AZE16BFIE31AZE3I1B ) E{TAR{PATHIE - 281 ~ &2
FIE41AZ B4 1BLEL | HAh R LB BR85S -

1105 12 A 13 A&

=1 HAERAES

FEWARF BN R GHILSS AR e  [TEEEN.  pEESELEHRR)
H{ER{ESE)

MIP( .5 FEETE %) -0.29 (3.84) 2.87 (4.04)  [0.6451

MEP( 5 TEEHE %) 2.39 (4.00) 5.00(4.20)  [0.6557

HHD(X445 V1557 » 5 TEEH6.97 (1.34) 478 (141)  [0.2681

(& %)

QMFT(4155) 3.98 (0.63) 1.89 (0.69)  [0.0288

SF-12 PCS154y 2.37 (0.99) 1.60 (10.7)  [0.5996

SF-12 MCS755y 2.88 (1.22) 0.76 (1.32)  [0.2427

R2 T HAM SR =8 EERILSI(ES(L (SE) -

28 N EAEEEEa FI&ERE o
(N=51) (N=49)
MIP 5 FHEHE %
Y9{E(SE) 8.70 (2.09) 4.29(2.19)
95% CI 4.54,12.85 -0.07, 8.65
MEP & TEEHE %
LS#5{E(SE) 10.89 (2.84) 8.38 (2.96)
95% CI 5.24,16.54 2.49, 14.26
HHD > TH%
LSH{E(SE) 260.69 (46.07) 153.72 (48.54)
95% CI 169.11, 352.27 57.22,250.22
HHD > [FH%
LS#5{E(SE) 173.54 (38.04) 109.67 (38.98)
95% CI 97.84, 249.25 32.11, 187.24
SF-12 MCS
LSIF{E(SE) 2.88 (0.76) 0.76 (1.32)
95% CI1 0.47,5.30 -1.86, 3.39
R-PACt{E&E TS 7
LS¥{H(SE) 2.55(1.29) 1.49 (1.21)
95% CI -0.07,5.17 -0.95, 3.93
5134 H - 3 142 HEHEHD)
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