2023£FER

ExGmBERIFE

BRiREHE ( 27R0R )

BB - XEHERERREL TR

=zl ( Big) AR

IlAFR

=




HRiRER

ERiRAYE]  2023-07-14 13:03:08 HmExR  HmERIH

—. BFER
AMEEIREM

1.20185F1A1H%20235F6A308 (% , TR)HAE , KERLEEN ME LHRINERAESMm. BNENE. BEINEFRE  BAEERASZSmRIt.
HERFHRIETRS R TIRERFBR.

2.2018F1H1HZE2023F6H300H8 , ZLEZRZUEERIIHE | BRMESIRETAREFTATN , BE IR ERGLmEER X HANB AR M.
3N (EREFSYBER(018FHR)) AIZ5m.

4.2023F6H30HRIEERZMER MUE LT | MARERRESE] (EHEHALRRILEDRER) (BTSRMTARIR) LELDRIER) (F=ita
IR ERIR) LEZ B R ) AR (F—EmmHaRER) (BTHEmGHARER) 2R,

5.2023F6A30 ARTEERZ AR Mt/E LT | RIAPEMENIIEE AT OB PERER (S—HEURER) MEERFEHRZ M.

BEBAEMR (P, SFIE)  EMEREEEERITSTR ERDmHESNE  XAL6ABA344B002010179548
BEE mA AR 2

BmEMoE  ATREYHm

BOEFERL  F ROEFNERE®REL -
BOEFERL  F ZOEFRERERAL -

LRIREFEENUS

o

WIAREEREMAE  6mg (3ml) /4R

EEFAIRAA (SBRIL)  GC Biopharma Corp.

RIAPEENENAE/IIREEIR  ATRISHIORSIEICIEIR ( MPSIL, =HFEEME ) BENBEENIET. AmBEFREISNARLTILEFHEIGRKRR

¥,

WEABAEAE  1EFFIE © HunteraseRUHEERIE53290.5 mg/kgfhE , BE—REMKEIE, Hunterase@—FERfKTSIIRGER | (£
FEBIZRRA100 mL 0.9% SRR, SiHunterase®2.0 mg/mLY EREEEEEREMIAR (6.0 mg ) , T
EAFRJ93.0 mb , {RBERMEFER., BNERREO.2HRK (um ) ITIE=RAYERES. REL-3/ AR AT ENE, 40
RREBRRE , BETREREEKMENE B2 Wi ANEIE 8N, EMEFARaI1S A |, #liaEmEEER
K738 mL/hr, WSREEHTISMELT , AIE1598MEIN8 mL/hr , LIIEMERERNAFLRGKRE. B , MiTEER
S#8I3100 mL/hr, WNSRREMRREL , HRIBIGRFET , TLURISMBEREN/SEEmE | SFLERIE. Hunterase R
MEERE N SEMFREETEE. 2. HISBTAZRE FREERA | HunteraseRi ATV IR A R THIETS
75, HRIERERIRERO0.5 mg/kgEEFIBRENSA FAIHuUNterase SYAFRFIFTEZS RS R, BEIRE (kg ) x0.5
mg/kg Hunterase+2 mg/mL= Hunterasef A% (mL) HunteraseS{4FH (mL) =3 mL/#f= ( Z5E ) B (U
AALERERIHunterase AT R AVEEHREE, ) BAMGES™MVA, HunteraseR—MIBBEEEMILE. £B
AR, MFENERBRFELEERSENYE  BOERZER. B2ERHunterase, {EA100mL 0.9%SLH8EST
ERETERHunterase AT, %R | NERRSIRENTAR , B2ER. NSRHESRIEHISEE8/NTRRME
RS, NASEER. WRaROESESRG TRISHEFA8/\T,

FrafrERmEARER  HEECRE (MPS ) RETAEBR-PIZREIREENE (351 | GAGs ) RUKFESEERZIIFE | SEGAGERIRTEIK
HNEHEZRERAZRN—HER. MSECTREIR (MPS ) BTFREIEEMHERT ( XREMAMEXIBTEE | BRE
EEHRBM) | RIFFR : 2~4%, IGFRER | FENSERE. S8BT, OIUnE  ASHEE HIRET5E
b, AMRERT  NEZATREREHRIE , PRFETER 1345,

FRERREER EHRTE  2020-09 EMMES/ALEN S EZ5EFSI20200022
EREN EHERMK  #BE SEREmAdE 2012-01

EBAOTC &



EFRmATUHENREZSEER %TRAMKR. ERREEESRETEE B, (AT SRR R R Y.
B EhER

EAlEiE RS-l o\ EGE B - pdf
BmEFThAE AT N 5l ! A e B L ST A AR BA R pdf

S (BmEAHES) (EFZ N = ol 767 ERIE S - SLRETRBARERSR. pdlf
R) % GHOBREME) (i
MR ) | SEEREhE
SERRIESA RO RANFEERR.
EERIETRES ¢ | IR
—AXfE L

FIRBRIBRAINT R ( SEFFIE NSl < R R B S R B R BT - SIS B pdf
migEmEs )

FRIREDERIREANT Fr (AR5 NS a-Cl S R B SR R P T- R (S, polf
M/NERAER ) KERE S

B—RAtEAR
SRERER

AR
1. SREmEN_ NSRS RERIGRMNABR ZAIERNAR , RESRARAEAERITERENE,
2, HpEs  —EESHYZEA,
3. A% : (1) 18MbmAss R EHHERZER | aiarF8 |, mtiarEE.
(2) e¥. B, BRBEME  BR—NETEPTERI9ZER.
(3) . FNmARS— L3S KABITRFER,
(4) HeERERRBEREERETEER , FFmniE.
(5) IHESRRPIE R ATER | BR—RA TRETE LIAZR | WARRLTRE | 1558,
@ JLE : 18FZLAT , (RE200T , ASRIEFR0.8m2,
@ BEA : 18FEBRLLE , ARE60AFT , AASKREFRL.6m2,

PPy = - BiGT) FER BREX TE/A Em;
SIRBEER ERERERA Hitg o) & 20 ™ (5)

oH

SROMIGEE LTERA, IERKREERISRETEE T AE—. T ExENRER73SENRMSECREIRASRIET Y |
M WERLIRSRAR.

HtBERiEwRE : 7

BREAER
BREA ¥ EXZFEFE 15001381520
~. BHitER
HIORAL  BAMEAERREBIIRCT
RS m  ERBRERE(PER L)

kR Al



MEBIRRERIERSEER

HISEURESIEIEN M (ShCE

FHRRRHR BRSO FCEE

%)

HISE2

NI RRES

HIEHTER

MERIGRERERIERR

IHICHURESIEEN 4 (ShXE

FURRAHR AR R F0EE
%)

e Sich

RGNS ERES

IR

MEEIRREBIERLERR

IHIGEHREERIEBAS S (IR

FHRRBSRARSOR ICEE

%)

EEvESitY)

HIEXTRRZS M

IR

MEBIRRERERSEER

IHICHHRESIEIEN M (FhCE

FRRAHRARSOR FCEE
%)

IfFRIERa/A2TT AL BHERF IR L

I PRISRE/ 1277 A E A & FRIRIE R
ERNBSREFERIED (4

BRI RRERRA RSN S ElE

aTr24E | LEmEBERESR 0.5ma/kgBRIEIZEE(FRGAG) REIHE , IFIBREATIRA (ZMEDEL-29.5% vs-
18.7% , FRGAGRMGAGIERMTEARIET ) | 628 TIER (6MWT ) IIREZEATRA (ZMEDL+23.52%
vs. —=2.66% , BMWTRBYTENFIEBIIEES] , WHRSTREE |, RlIfR SN X HFVOIBIIENM SR ) | BT
KiEsD. OFIIREISBARAIITEE.

Ve a Ll 700 - R - IHATIER IR PRAA SR 8 R IEBR. pdf

PREIRPREY
7
fingeL )

INFOFMNEE AN EMREEEERIATT 52 , iIMAEREERGAGREEHK-35.1mg GAG/gHIEF (20.62% ) ., A%

IERA B BEEERIE6S LI ) LE & PR 2 AL,

NS 556 2 -5 5 - b e PRI A S SURIE AR . pdf

BAREAREEBAIRCT
N EMEREERE(PER L)
Rl

ayT 2478 |, JEMEREEESP 0.5mg/kglHERIERRERIE(FRGAG) BETE(T , [RIBSEATIIRAE (ZEDEE-29.5% vs-

18.7% , FRGAGRIRGAGIERHIERARIETR ) ; 653 #hS1TIER (6MWT ) IRIEEEATXIIRA (ZBHEDL+23.52%
vs. —=2.66% , BMWT/RBTEHFIEBHIEES] , MRS TRERE , 2R LN X THFVOIBIIEERMER ) | BT

KPiEsD, OFFIIRES B R AR,

N3 a Ll 700 1 - R - THATIERIR PRAA SR 2R IE BR. pdif

EAESImPRSE
7
D

INFOFMEE AN EMRIEEERIATT 528 , iIMAEREERGAGCEZEHK-35.1mg GAG/gHLEF (20.62% ) . A%
IR B EREERIE6S LI LE B E PR 2 AL,

NS -2 1706 2 - B3 - T b BRI R 3 AR X SR IERR. pd f

20215 (FAZHECIRE D BIRRIZET S €5 LR) NMATHSHEICRE (MPST ) fGATEUSAIHIRE | B "EfR
ER2MEAIDSEH S BN L EREREEERIIS EmER RS, Hh , M EMBRAERT 202059 BAE AL L. BIL
WiZla , ERRFHAERT, FHAERTAIRERRIHE  WER/LIE. HFENIEEMEEE)L , BIEIERTAIMEIR
MEIR | TRRTE R ERT”

VA=A C N (PRI RIFSTT A B - RS AENCRRE O BRI S A S5 3HR pdf



%)

IRARISEE/2TT A EHEF B2

IR FARISRE/ 2T A E A & ERRIE AL
ERNAREFERNED (X
BRI RRRHRA RSO I EE

%)

IRPRIER /21T LB HEFIRIR3

I PRISRE/ 12T A E A & FRIRIE R
ERNBREFERIED (S
BRAERHR RS R S EE

%)

IRARISRE/2T A EHEE BT L

IR FRISEE/ 2T e A & BRI AL
ERNAREFERNED (S
BRI RRRRA RSO S ElE

%)

IBFRISES/ (2T AL EHEF IR 2

IRPRIER/A27r e & BRRIE N
ERNAREFERNED (4
BRNRERHRRS R I ERE

%)

ISR /A2 A EHEF B3

I FARISRE/ 2T A E A & ERRIE AL
ERNAREFERNED (X
BRI RRRHRA RSN S ElE

%)

ERDEFBLMEFFRL (A
HIHRE) hRTALGRENME
ESEED LS

(FAREHRE) R (T
%)

ERGEFARBETHO (AR
HIHRE) hRTABREIE

20205 (EEFHEEFMEREZFMR (ACMG ) MPS INaTHiR) BEfET | FTAEEMPSIEESREEREETR
MAEFEMPS IRVEE |, FEHIVMESEIRZ AT , WRFHAERTIAST. BIMESERAIRHSSEEEMPS IEE NFFIRERT
i8I7. RETRFIEILEERAYRIREIMPS IEZ AFFEERT.,

N (GRS RIS A E2-55E . pdf

(ERMMPS INZHTANZSFARIETRHETS (2011 ) ) chthBEREMRes , REIIRERT , ERTIGTED12-181A.

VA=A C N (RIS RIS A E 3 - BUM. pdf

20215 (FZRECTREDRIRRZETSIAT ERLR) NMATHSHEICRE (MPS ) AGATEVSATHIARE , B "EfR
EBE2MERIDSEID BN L EREREE RIS EmERERES. Hp , XEMEREEpT2020F9BAFEt £, BIL
WiZla , ERBFHAERT, RHERTAIRERRFHE  WER/LIE. HFEANESHELE)L , BIEIERTRIER
MBI | TRRTE R ERT"

VA L (RIS RIS T A B 1 - RS HENRRE I 2R RIZHT S 8 € 2R pdf

20205 (REEFREFIEFRAFFF (ACMG ) MPS IiafrihiR) BBiEE | frEEEMPSIEE SREEREELTR
MWAEEMPS IREE |, FEHIVAMESEIRZ BT , IRFHAERTIEST. BIRMESTERGIRHSSEEREMPS [IEE NFFRERT
BT, RETVERRIEILEERRIRIREIMPS IEEAFEERT,

(-2 dL (I RISEE TS T b E2-E . pdf

(ERMMPS IRZHTANZ ARV ETRIET (2011 ) ) rthBEmENRES | REISIRERT , ERTIaTEN12-181A.

NS G (G PRIERIFSTT ALSE 3 -BRiM. pdf

KEXMPSIEEEATZYME L . MPSIERER T AEMAT FRVER. EMBBEEPTITRARS IRk
SRR M. PaE KRR IIFE RS RESHZ" SRS, BE{ERElapraseiaiTaI6
B\ EEEIERAR G |, 877 24FHunterase0.5mg/kg. Hunterasel.0mg/kg#Elaprase0.5mg/kgBHIERGAG &
29.5%., 41.1%#118.7% , 6-MWTIE048.45K(19%). 41.65K(15.1%)F12.6K(1.2%). EEX{kFEElaprasefy65 AT )LE
MbEFFASTF |, jATT S2ABERGAGEEL L -35.12+30.64mgGAG/glET. FREATHTERENWNE. K.
MXSEBRVITHARAZR | j877 55538 , HunterasefJElaprasefB6-MWTHIZSLER52.33+34.49m7F144.71+49.30m , BR
GAGHIZ BRI Z2-203.55+152.39mgGAG/gEF(-64.15+50.55%)F1-166.15+90.21mgGAG/g L EF
(-57.66+15.86%),

VRS- BRI RN IR S pdf

KEXMPSIEEENSTZMitE LT , MPSIERERTLEMAT FRAVER. EMBREEEPEITREMS "IRR
SHEIEREGR. PAENEIRIIE RS RmAISIF I REES" SRGISTHITEit. BAEMElapraseiafTad6



oA

(BARBRHRE) R (AT
%)

=. R2HER

BRRABRENZENER

ARARRMSIERMARE
EHRER

HERIRS R

m. UFREER

BUFTiEE

BUFTHEIERE S {4

NZF3eUET

R FREIFIERAS (4

&M ((NPREES )

RRMEIERRS S

B (—). APHES

Fiafr BRI A AR ERAORIE i
®

FE "RER" FREL

SR B FIEHRIEA

B EEE/IEBHARS |, ja7724/EHunterase0.5mg/kg. Hunterasel.0mg/kg¥Elaprase0.5mg/kgBAIRGAG &
29.5%. 41.1%%018.7% , 6-MWTHENN48.45K(19%). 41.65K(15.1%)F02.6K(1.2%). BXfEFIElaprasefy65 LA LE
MbERFATRF |, JAT7 52EBERGAGRZETL/9-35.12+30.64mgGAG/giNET. FERTHFERENNE. Kl
MEXSBRAVIIHARRZ S |, jA775553/8 , HunterasefIElapraseB6-MWTHIZS Y EE252.33+£34.49mF144.71+49.30m , R
GAGHIZ EFNTERRE-203.55£152.39mgGAG/giNET(-64.15+50.55%)F0-166.15+90.21mgGAG/gfNLEF
(-57.66+15.86%).

AL FiE TR ER TR & pdf

Hunterase EERI FIIARRA , BfEEHSA, k8. EIRIYE. Ok, Rit, mMEMWKM. 2. RIKE
&, KRN, SHE. WiREBAEE. Kip. SEEN. BTXERMEHFAENFNARERIRS | BILFREE
AR EAEESHER SAMSEECENRRIR. Bl RS ECIRE I AEE PFRIERRE |
ERNEEARRGBENG, FLRRIFEEmIICENE , SNTRBERENERTR. BTNERARESTEALT
D, AmMERETRIAILM. ARSI AT EE SRR E IR N E AL,

BRIERELREA R L. ARFARRMENERNSREEEHARERET , LERRIEIEP SRR 2 MHHE
RYF , B201251B9HLSkEARETEAERNL6 NMER EHER , METWIR EHFTHFEARER 2 HREMR
BT, REMWARERET | /NTeSNBERANERRIEIEPATS2E  FTRERARBIFAREN (AE) T
kel 6fIREHLELIONRAE , 1971/2% , LRSAE (529X ) |, 1BIEE (16.7% ) KEMFBEXGEIR
AL, BIEORSRHSFISIRIZNS , TTSAE | BEE R EFHIIR.

MK - BIE N e (RS pdf

ZARPEEBE—MPSIESENTE | SRIGFDAIULAEBAL | SRIEERGMISEERBMIIFEER | B
FiarEa. XERKREEPRACHOIEMIRSIFES  AMBEEAA  BEEERNRE—KE  BEMENNE
5, AEHRERED, XEELERBRESTNRE MEERITY  ERANERABIARANGAGH BEEEIT
BITER | FrERIZITUA KSR,

NS dL N BT /E - DA LESHEN -5 i B IS e BT -CHO T 2 5t8. pdf

EIXI65 LAT ) LEHT T IRARIRIE |
REEEINSISRE | EE5E.

FREF , BAEES LETRAT RFNTRERe. SRREERRSE,

VALl [ FEBIFTBAS (- 1BA . pdf

HDEFIIRK | §MMPSIEETYFE2NMREE | FI98XRBMLe/NT , ERTIATRRRIEErSErtaE:
PR, HIERNEEMNE : ERTIGTEIEEGEERFHR  BEBEEGRE  MOFAMERSES (ERZEEE
45%) , BHEFETNBR54% | SEINFAER 125 , EREBISER T RRUIERSTFOH0eTFR. B8Han
it - MPSIEBEZERTIGST , LMABLRAE , KIHEAF.,

LAMPSIIUZERAIF IR EFFERE—F | BN=EREFNAIN , TENESTISRIE T amEMETR
ERRE. ERBREEER IR EERAMPSIBEE—NENSTER, WEAME. EBME. AERREFEIHRE
ENEARFR.

NERRIEPETRETRENTE , REERIMER—EEEnEST BN EhEF  MERSELATA , B
ERGEHETEEMTRIEHE. RIBTREEHRRtE  FEEFAESTXES  BNEEFRERRIES TS
ANBHRABIR. 12259 L3R T MPSIRE TS ] FBRIZSER,



IRPREIEEERIA  MPSIZENS , SNSRI ESZIRE | 28EH , BRIVERDHAEEZPOZIFIAT | ELtTRREAR
b ; BEEUTEERIMIRGR | TERABAAEG. BERGERMNE BEREEESJRIEMNEN HRNERYF. IRR
BRI - ECEIRMERR , ERASE.



