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Agalsidase Beta [Agalsidase Beta Biosimilar 1] (Agalsidase Beta Biosimilar 1) is a recombinant
human alpha-galactosidase A, which is produced in Chinese hamster ovary cells. Agalsidase
Beta Biosimilar 1 is a glycoprotein (molecular weight: ca. 103,000 - 104,000) composed of 2

subunits consisting of 398 amino acid residues each.
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2.1.1  HIREA OFRLE OVEHE
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#4 BRI OETELREEMRBR OB
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W EH TV 5 Fabrazyme (EU &AL &V, T2 ORI E (7 X/ Beipk, E#EA L7 RV
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o AAIDOIEH b MREHEFIZIZI T D M6P AR Z AT Lo IBUA ZA TR EAT S A A RIS K
DEnoTs 31 B

o KA EAT A AEIESM T C R KIBERDOFEHIZZR PR Bz,

o AKHN AT A AEKBE T, mFRESAM, BRANY T P ROHHT 2 7 7 A VMITERPFED DL
i,

o MERIEMEZ G TeZ O ORI H T oRERE RiLimA TR CTh -7,

2%, EU HKFRAIZHOWTIE, ENKERG & O MBHEGRBRAAT L EU KGR IZBT 2 AR &
. EPEGRE & — & RpED 2 ERHRA S TS

2.R BRI BT 2B EOHE

PRI, 42 SNZEBR UL T OGN G, R & OMA| o 5§ E OF BRI B  TIEZ AN ATRE &
I L7z, 7o, A& 1T/, AEIRS O SV 5 RN/ RIEMEIZ SV T, LLFO & B0
L=,

2R AH| L AT AL FERMOSEICET 5 RA%EME/REEIZONT
HFEA 1L, AA & AT A EE L TR SR MBSO ERIZOVWT, LTO LBV #ILT

W5,

o ARH L AT A AEIRSMB TRO DTz M6P ZREITRTT 5 G G A K OSHIIE N BGA A5 M0
R, M6P G IROZAEFRITERE U, ARFNIIAT A A ERS & L U CHIIRANICERY A Eho3 0
B2 L TWA EEZOND, R, GlaKO ~ 7 A% AW 38R Tl O, B, &% OB

BT MAOMBEPIREIIRE ThH -7 W228) |
o C RIMKIBEOIFELLDOFERIT, KA & HATA ﬁlz;%epn M CRERIEMEIC RN RNV E KD C R
Bl THEME L DB TV D Z e, AMER L BE~DOEIT W EZ D,
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HREIX, UTDXoicEx5,

ARH & Fe AT, AEIRME TRD Hiz M6P Fit, M6P SRR 3T 2 A G BN & OHiI R N BOA
HIEMEDOZERBERMICTFRE SN L ERTHEIMNTHOWTIL, BRI 2L B E 2 T&EL, K
Bl & FeAT/3 A ARG ORSEM/ FEMEZ M5 Z & & Lz (T.R4ZM) , ZOMho SR g
FERAZ DWW TIIFFB ORI A2\ &I L 7=,

2.R.2 AIRRANBUAZIEMEDEERIZOWT
ARANOMIANBGA A, I 7SO B & OB TR 5 2 Lk v MR 58
%%&énrwé WELE PRI IZ OV T, B TR O TW A1) B 152 AFURTHE & fHlr L 7=
S, FEPERRATERER & U C I S IR BUAZTEMERBRIZ OV T, ARMEEEICRD AnSZ
@@’C?ﬂ%ﬁ%@ﬁ%ﬁt:ﬁh‘f@%ﬂ"é T HAHGEEICRY, BEEE S EYICIHET D BEE L &
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3. FEERARIREABRICET 5 WP R U 1T 5 A OBk
KA & FeAT A AEIEMOFEFER OB L LT, LLFIRT in vitro BRI Y in vivo RN
M S dviz, FEERAREEERRARR T, R QAT A AL & LT EU &R &2 VT S iz,

3.1 Invitro RBR
3.1.1 M6P ZAKIxT 2EA B (CTD 4.2.1.1.1)

M6P 52 I DR A BAMPENR K 7T X v SEIIEIC X 0 BEt Stz AHI R OeTT /34 A ESR
fhD M6P Z BRIt 2B ERIL, ZhEh 3.38~4.05X10"° mol/L (n=3) KT} 6.02~7.49X 10710
mol/L (n=2) Tdh -7,

3.1.2 M6P Z&E %4 L= HIlRNBGAZIEME (CTD 4.2.1.1.2)

EH e MARMESERIR Z IV T, M6P S8 A % N L= MR N BOA A& A, BESRIEMERIIETEIC L 0 Bt
STz QEI%ER, £S5 . 2B, ARBRICEWT, WEIEO M6P OIRINC X W ARHF KOV T/S1 4
[EHESHOIER b N ERHESEIE N ~DBGAZ DY 96%LL ERLE Sz Z Lonh, AL M6P B EEI L
THIRRANIZEVIAEND Z LRSI LT,

#5 M6PZRAEEEN LI-HRNEBIAARERE

A (ng/mL) YT AEFHE (pg/mL)
kb 1 0.76 (n=1) 0.927~1.08 (n=2)
kb 2 0.922 (n=1) 1.54~1.71 (n=2)

ECso

3.2 Invivo RABR
3.2.1 Gla KO =7 RZBIT % M K OHEET GL-3 REOEAEM (CTD 4.2.1.1.3)

~ 17 A 0-Gal A 5T %K LT GlaKO ~ 7 A% T, MR RO (B, DI, HERg. JFm
B OVFfiE) o GL-3 #E od/ b ER AT S vz,

24 W OMEYE Gla KO ~ 7 A (%HE 6 ) (ZAAI0 GRHIEEE) | 0.5, 1.0 4 L < 1% 2.0 mgkg XX AT
N AEHG 0.5, 1.0 % L <X 2.0 mgkg 23, 2 I 1 EI30X 4 BREZ 1AL 12 8 ERE RN &S
ST, ARFNUNEIEAT A A RIS 50 2 1212310 2 M & OFRRH GL-3 B ORD £1x,
AFNGHE L FeAT A AEELBEGERHETRKR CTH T,

322 Gla KO~ 7 R\ZBI} % M &k O+ GL-3 ¥ B QN i+ lyso-GL-3 # B DR 1EA
(CTD 4.2.1.1.4, CTD 4.2.1.1.5)
GlaKO ~ 7 A% WTC, M R ORERE (B, Ol OHE) o GL-3 B I N M lyso-GL-
3 W OWER SR S vz,
18~20 IR DOMENE Gla KO =7 A (BRE 4 B) 1ZAKI 0 GHEREE) . 0.5, 1.0 # L <13 2.0 mgkg X
FeAT/S AEH S 0.5, 1.0 #5 L <1 2.0 mg/kg AHEBIFFIRNE G Shviz, ARRISUIEIT S A A EHE
5.0 2 W% 5 MR R O%REE S GL-3 SR EEI ONZ S lyso-GL-3 IR EE Db 31%, AHE 58 &
FTAT A AEIRLBREGHETHRBETH 7=,
Flo, 21~28 Wl DOHEME Gla KO =7 A (%HE S5 ) (CAFI0 CGBEEE) | 0.2 %L <I1E 1.0 mgkg X
TRSEAT/ A ABEER L 0.2 757 L < 1E 1.0 mg/kg 2SRRI 5 S iz, ARFISUTEAT A A EEE G0

7
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2 %I IS T D M rh R ONRAL GL-3 I ONT MAE S lyso-GL-3 #EE Db 31%, AHx 58 & 1T
ANA A ERLBGHETRER T T2,

3R RIZRT 2 HEAE OB

B, LT X228 25,

Gla KO ~ 7 A % AW in vivo BERIZIUN T, AH & Se17/34 A5 5 O FBE R OB UME TR S
Ni-&eBEZ S, —h, RHNEFAT/34 FEIMME T M6P BRI x5 %GB K OSHIRE N BUA A%
PEICERPBO DD, YEERDBBRRMICHFE SNDERTH IO N TL, BRIZBIT 55
i b EZBEEL, AREI L AT, FEIRGHORIEN/FEELZEWT52 L L Lz (TR4SH)

4. FEERARFEDERERBRICET 2 BRI R OB T 52 FE OB

KA L JeAT 34 AEIRSOIEEIKR PK & BT 268k E LT, LTFIORTRERNENE S iz, FEEEK
PK #BRIT, R OEAT A AEHS & LT EU &G &L &2 AW Tl S vz,

MAEP U OT TN F—F R—F P, ECLIEIC LV HES N, ERFRIZ, 7 b
MA4ET 2.5 ng/mL, V/LiMHET 8.89 ng/mL (AAI) Xix 10 ng/mL (Jef7 34 AEHE) | ~ 7 AMIET
0.267 ng/mL Je %~ 7 AAHFRAEAE L3 C 0.267 ng/mL Th 7=,

4.1 HEEE (CTD4.2.2.2.1, 4.2.2.2.2)
HEMET o RO = 27 A SRR IAT A A 1.0 mgkg % BEFIRNES L7 L %
DPKANTA—=HL, TNFhECRVETOELBY ThoTo,

£6 MHHET Y MCHEIRIRNEEG LI ED PK ST A—F

TS e Co (pg/mL) AUC: (pg-min/mL)
A 5 24.6+48 486+ 111
FAT/A A EFES 5 20.8+4.1 399+7]
VR £ R HE R 2
KT BN =7 A FUICHEFIRNES Lz &0 PK AT A—F
PRI LB Cmax (ng/mL) AUC; (pg-min/mL)
A 3 14.0+2.2 433+76
FeAT S A IEIE b 3 10.72.9 382+107
PR fiE = B

4.2 #EEHF (CTD4.2.2.3.1, 4.2.1.1.5)

HEVE Gla KO ~ &7 A2, ARHIKITHATSA AEHS 1.0 mg/kg & HEIFRNE G- L7 & 2O PK /3T £
— & R OSHIR A DRE Sz, PK /ST 2 —2 RUNERE (ODIEL OV ([CHB0 0%k, 2heth

KIJVEKIDEEBY THY, AAHIL KT A AEEKLOFERIIFEETH o722,
#8 GlaKO~UACHEFRNZEE L&D PK AT A—F

8 15 %k AUC: (pg-h/mL)
AF| 3 14.8
JEAT 3 A A IR 3 14.9

2 DR HOFRIE. 2 FEOMS L=RBIC L 0 AH & ST A S CREBEOBIE 27T Z L AR ST,
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#9 GlaKO <= RZHE#IRARE LIZE 2 DS9HR

e s e - A (%)
FRE Mg PRI A2 1%k g gy
ol 4 Wl 3 0.292+0.035 0.247+0.046
24 B[] 1% 0.227+0.060 0.179+0.015
ik 4 Il % 3 1.96+0.36 1.85+0.40
5 24 W% 126+022 0.843+0.151

SR R

4.R I BIT A HEAE DR
AR I, 1R ST E RS AR & 5etT /34 A EHS O IERIR PK IZEAE /R 2= BT e &)l L=,

5. EHERBICET 2B EUEBICR T 2 FEOBMK
a R & LT A Z T2 RO IR GRS T

5.1 RERGHEERR
H =7 A FnE iz 13 B EE RN & 5l i <z (& 10)

10 BEHED =27 A P2 AW 13 8RR ERIRAN R G ER

- "h - P T . WA | AR
KT | RS e ERFR kel o
VR WS | 13 EE | AN BET %
he=sa v | w5 | GmEem | 0 048 | ebasqpre L 48 4.2.3.2.1%

¥ XD AXRT 47 AR EN, PRV IAFRT 47 ANT A= F TSRO Do T, Eik,
I A& GIE O Coa S U8 AUCHTHI B G- & Hd LT 0 . BB GIC L2 ERIMEIERRD bhviinoTz,

5.2 JRPTRIEMERER

JRRT R RBR X 3 STV, AR R[PTFIMEL, KEEGmHERER (5.1 2) ([2BWTGE
fili SALiz, AFNOEHIHANZELPRRBD LA, HEEEIE, AFEREGIZL 2D TiEe <, HIRNS
T =T VREIZEE L T D AIREMES mW E B L T 5,

5.R B IC 1T DA OIS
SRR, R SNT-EE O T3, AERG ORI+ M AR E 2. AKH & ef734 A EHK
ShOFET v 7 7 A VITERI L, ARIOFMEICEREB OREIX 2V &I LT,

6. EMFAFRBRKOBEES 500k, BAREERBICET 2 B NI 1T 2 FE O
AFNIAA A&Bedn & LTHESNIZLOTHY . PK RUHRPEICBT 5 Je1T/31 AEHE S & OfF

FHERGER IR T — 2 Ry = O L 72 %, BRARSEHEEBRICOWTH, AR OZEMEICET 5

D —BR & 22 57, BARRBRICET 2 &EHI W TIE, —fL CRIEICRE#T L (T8]) .

7. EREREVAER CERRAZ 2 B3 5 BoRHE QN IC 31T 5 A OB

AHFEIZBT DR T — % /8 v r—2 Tl PKIZOWTILIR-051-101 B2, AREIZ W TIL IR-
051-301 RERAS, ZNENAA L HIT A A EELORGEEEZRIET 28 B ELEST o Tnsd (F
11) . 7235, JR-051-101 3k TIIIEAT/3 1 A= & LT EU AR BS W B,
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F11 BERTFT—ZAvr—IcBi) A8 BRRBOEE

4y | g w4 FhHEM poEE WERT A
. PK O[] S4B , e |t et .
i | JR-051-101 3% B O b o0 Wi i FERERR A B | MR 2 (b S R T bR
! ) e | BRI ROREMNRGE | 77 7 ) — e Al
JR-051-301 % BG4 o M ekt e B It PGSR

7.1 AMFRAFRB R OBE T 5 ik
711 STk
Mg 7 T 2 —8  R—ZPRET, ECLIEIC L 0 #IlE Xh, ERTFRIZ 10 ngmL TH 7=,
MEFHT N Z—F R—FHROFEE L, ECL ¥ (Wi TR : 1,000 ng/mL) (2 X v 34l &z,
MAERIT HN > H—8  R—ZHUROPFEEIL, AAE M6P Z RO S EEMES ECL kI
FORES S LTI STz,
MAEF GL-3 T lyso-GL-3 #2 1L, LC-MS/MS 12 X 0 Il & i, & FIRIZZHFH 0.25 ng/mL M
Mlng/mL Thoiz,

7.2 FHEER
7.2.1 REERABEEZRRE LZERNS 1R (CTD 5.3.1.2.1 : JR-051-101 A& < NG ~
I )

PERERR A S5 (RARREGIER 20 B (BBE10B1) ) ZRHBUC, AHI & AT/ 3A A RIS % R FR RN
H. U7z & & D PK ORGEMHERRGER O MO T 2 B & U7z EE1E 4 (L B SR THE R L5
IS ESE X ATz,

FE - AR, AAIROYEIT/ S AR 1.0 mgkg % 5 B0 THEIEHIRNEEGTH 2 L L&
7=

I O 2R Z B L Ui 1) (KA E) RO <7z 20 6 (B8 10 B) o2plziE
BB S Ts, IBBRER G SN 2B et S B & Sh, IR erEmRE B &
L7z 1 Bl O 5D Bin & - 1= 1 il 2 BRu 7= 19 B (RFIRE 9 B, JedT/3A A EIEGEE 10 1) 28 PK
AT RER & Sl

PK (Z2OWTC, FEFHMIEH Th 2AH & AT/ 34 A EHEE D AUCo2an KT Crnax DT FEIIE D L

[90%(EHEX ] 1ZR 12 1R T LB TH Y, AUCoan DT FEIED LD 90%(EHH X L F AR T
SNT=FISETFRL (0.8~1.25) OFPANTEH 7283, Cuax DB B D LD 90%15 FE X ]I 24 5% Ik
WomElcE Ehizhotz,

£ 12 FH L FATA FEIERGD AUCo200 BT Conae (PK FRHT R RIEF)

- e | GEHTRIE | | RTTE | R TEEO kD
o | e | BT o .
AUCo-24n A 9 9,249+866.9 9,214
(ng-WmL) | S A ABESES | 10 | 101701410 | 10,090 091 [0.8294, 1.0082]
Crnax A 9 1,987+201.9 1,978
0.90 0.7992, 1.0125
(ng/mL) AT SA AR 10 2232+387.8 2,202 [ ’ ]

o B HREROWE &ZK - & Licaieatric L Sl Ehi,

E o, AHF L FAT A FEEBOZ OO PK /3T A —2 R OISR IR E OHEZIZ, £ 13 KON
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1 DEBY THoT,
£13 HBRAIDOETOMD PK /T A —F OFEE (PK FEHTHREH)

&‘P}"L# {ﬁjﬁ}( AUCins (ng'hf’ml) tmax (h) ti2 (h) MRTo-24n (h)
AH 9 i 9,303£862.5 4.111%0.782 1.445+0.877 0.879+0.182
AT /84 A IS 10 1 10,230+1,427 4.800+0.632 1.473+0.191 0.922£0.141

LT V- P+ A el 2

30004

=3

Y]

= -

E oo EITN\AFEER

a8 2000

f( -

-TI-' ¢

33\\ 1500 )

D

I’R 1000+

N

)

# 5004

%

=
0+ — .
I ) ) 1] ) 1) 1 1 )
0 6 12 24

B (h)

X1 AHIROET A AERHOMBPETIRYBREOHS (BT FHOME -+ FERZE | PK AITXISEH)

LRMEZOWT, IR P OFEFGIIAFIRE 111 B 1 4 GESCHERIME) | JB17/ 340 A EHK S
B HRE2/10 B 2 (RESZMERME, A mEREHIN) B bz, BRI L ORREBRNREETE R
AEFEGIT ARFIEE 111 B 1 GESZHRIME) | %734 AEIESESEE 1710 Bl 14 (RS2
M) GO, Wb EE L,

HELAERL, RBRPILICESTEAERR, RECICESEAERRIRD LN -T2, £, Hl
R HER)IERD b e ho Tz,

722 777V —RAEENRE LZENEL /MRS (CTD5.3.5.2.1, 53.5.2.2 : JR-051-301 AR5k
<IN - )

8 W LA EDRAT AL AEIRE DL ENHEREESNTWAS 7 7 7 U —RERE (BEREGIE 15 6) 2 x4
(o ARFHN & FeAT/SA A IS OIS ERN R O RIS HERRGE K OVE Mo et 2 B i) & 3 2 IEEMIE
s BRERER N JEM S e, ARRBRIT, AEHIM (EfT 31 AEEBERMETH 0 | ARFEHBLAE T
D 48] KORAIFEGHIH (KA 5B 6 52 HfE) Hofkani (K2) .
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Foi7/\+ A CEEEG LN AR SHIR
(ﬁﬂi?ﬁ%) (BBRS)

1033 -3 83 - 33

A ==Y KON TEES

1 1 1 i 1 i i
-8 28 EHesss 28 - 248 268 288 - 488 508 528

l
Sl SR rE

2 JR-051-301 RERDORBRT 1 >

FAT /A AESESLEE IR P e T3 A A ER LAY 1.0 mg/kg O R T, SEE S -5
(Zxt LTy AHIDY 1.0 mgrkg O ELT S0 @M, B, miiES Nz, BE5BERSE TT 57200
ATEIRIZ DWW TIE, T34 AEIESERABIMO SFRIEE LanZ & & ahl,

ARBRIZEERES NI 1T HID 5 B, ARG S 1661 (BiE 9 Fl, Lotk 7 6i) A% FAS U4tk
TR R AE] & SHu, FAS BAMWERNT R GUER & Shiz, 72, FASOH b 1 fIRNAERERRICI VA
AR A Ik LT,

ANEIC BT 5 E R H 1, AT/ AR I A 5-BR4A 4 8RR O 2 S RTE 0N
ARFNOIE e G- S O FIIE) & AFIF5-BIbA T 26 WM (24 3, 26 18 J O 28 S S ) o M
FGL3REDLE SNz, FERITR14OLBY THY, MIEP GL-3 JRIED LD 95%(E HHX T 34l
(ZRRE SN T RS (0.70~1.43) OFEHNTH -7,

#£ 14 BTGP & AR5 B kA% 26 BR RO MEET GL-3 BE (FAS)

i GL-3 i (ug/mL) P e
Tef <1 B A AL T 26 W 7 ey R
(16 f51) (16 f51) T
3.844+1.218 3.780+ 1.088 10250227 [0.905, 1.146)

EYafiE + BEE (R 75
* ok fliE, kR (6 ) OF —F & 26 HEEROT — & L L CHiSE L TRRET L 7=,

LEMIZOWT, AAEGHIHPICRBA LA EFRIIRISOLEBY Thol, RBEL ORRE
FAREIETE RWAFRGIL, 2/16 B 54 (BRI I/ s 2 e, IREES) B b,
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£ 15 FHREHETOFEER (REMEMRTXRER)

ST H WG | 15 (93.8)
JEYE S IOV A BUE H
0 A APk FAGE S 7 (43.8) AL 2 (12.5)
RS 3 (18.8) i 1 (6.3)
fibide 1 (6.3) H %k 1 (6.3)
{14 9% 1 (6.3) B REERYE T 2% 1 (6.3)
A 7z 1 (6.3) [IEES 1 (6.3)
Mg 2% 1 (6.3) g i 1 (6.3)
- S ki 1 (6.3) BE ks & OV T ik
R I 1 (6.3) 7 e —E G S 1 (6.3)
A e~ L~ 1 (6.3) B s 1 (6.3)
U LU lEE i A R ds L ONRE O Rk e
A 1 (6.3) iRl 2 (12.5)
B 1 (6.3) 155 P 1 (6.3)
FhiE R bR HEIT B ZE 1 (6.3)
Jipi g S 1 (6.3) B L OUREEREE
U 1 (63) | sR | 1 (63)
AP AR L UFLEREE
B [ 1 (63) I TFE I | 1 (63)
His L OBk REE —fi¥ « HEEB LU S OE
| e | 1 (63) e 1 (63)
1 e i 1 (6.3)
| moimE | 1 (63) RN 1 (6.3)
MR 2, BaEhds X OMERaIE G R A
F&E D % 6 (37.5) | i sk s | 1 (63)
g2k 1 (6.3) s, ik L OMLE A OHE
#E (%) P15 2 (12.5)
i - B fil 145 1 (6.3)
U 1 (6.3)
B i 1 (6.3)

HE oA EHERIT 216 B 3 1F (AFERERMER MR, A v 7N U WABRREIGH) B Hieh, Wi
NOHFR IR L ORERRITEE SN,

BB IEICE S A EEGUT 1716 B 2 F CGEFEREE) RSN, BE Lz, B, WRELD
RIEBRITEE S o Tz,

I E A EFEFRLIIRD LN -T2,

FIEFMEIZ DN T, ARAIEE G- BIAARE (AR 03 D HURD A 2 7R Lo RE 1L S/16 il Th o7, W
FTNOPRE b AR G-BRAGHT D AFN K T DHURRETH 0 | ARFIHEE G- BIAR B 72 (S HUAR
R LToRAE 1X W o 7o, AANZET 25RO Hiviz 5 610 5 B stk 2 =35k 2588 6
NI F L 2 HC. 2D 5 6 1 Hilik, AR GBI FRIENEEZ R THEBEEC 2R 5 72,

7R ISR D EE OB
TR FH & AT FEREMD PK OFRFHEIZONT

JR-051-101 5BR O FEFHMTFLH D 5 5. AUCoaan (DWW TIEARFA & Je1 T34 A E IS O R fE o
LD 90%E#H X I X F A EE S N [ MERF A ORI TH 2 7223, Crax (DWW TR, AH & AT
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23 A HE i D AT IE D EL D 90%(E HE XX F AN ERE S M7 RIEMFFA O GEHICE e d o
77

HEEE L, Y BREE ROV T, UTFOXIICHH LTV,

AH & AT A EHELF T M6P & flZ AR NBRD i, AKID M6P BRI D #5 G HAME &L
Y M6P Z 7K % 41 U 7= MR N BOA ZTEPEIRSEA T /3 A A IR LT < . ARFNZIEAT/ A A B
EHANTHIAICR AZTHRTWREZ AT 52 E2 00 23 KU 3128H) |

AHID AUCo2ahy Cimax TN t1p ORI AT/SA A EIRILIZH L TIERVWME 2R L TWAD Z &2
WT (RREPERIZZBH) | THLF—E ~—ZH®ANT M6P ZHE %I L CHIlRNIZER Y IAE R
528 b, EBOAKA|L FeAT A AEIEG O ERHEDOZER D EYOMPNeDr VT T ADE
BoO—KERol-rMERZI NS,

FERE IR, AH & o173 AEISL TR bz PK OERIZHOWTIL, hOARH & HeqT/54 AEHK
A TROLNTEEZRLEEDLE T, BKRICBIT 2L E ZBE L, KA & EIT/34 A RIS ORI
M/ RIEMEAEET A e L (R4 B)

TR2  AH L FEIT A FERGHOFHEDFRFHEIZONT

FEAEIL, JR-051-301FRBRDLLF D IZOW TG L7 A, 2RI A 23 RS aR E S iz 715
WHFARORENTH o722 & E72. MmOAMECET 25T L AIEDRSMEICEZNEL S &
IBRAERITRBD LN TWRNZ L b, GRMEOBLRIZIW T, RFI & ERK THAT/ S A EHEM & [R5
RT3 ZEITREEE X D,
AHNDOFZIEIZOWTIE, MW TOam & B £ 2 TREMIZHEIET L2,

7.R.2.1 JR-051-301 RBRORBRT A L1221 T

AF & FeAT A A EH SO ZET) FHPN R D[R FEVERRRE L H ) & L72IR-051-301388R 1%, 7 7 7 U —35
EADIEBTHY . £7o. A FHBL TH D AR ORI ARIBTED 7 7 7 ) —REE 288k T 5
Z L iEmh CIREECH D L DB G, AT A A EIE D O AA Y)Y B 2 D IEE RIS R L L
TEHE S TS STz,

Ff§Ix, LT X 212525,

A A& DB Z BN THAT /N A EIR S & OF % G 2 B2 1E, IS SA T3 A=
Fbh &AL A F i\ CERDB D > TG AT, YEAEREGBUTHRE TE 2HEME x5 & L TR %
Ehid 5 Z ENEUTH D, ZOBENDIE, FTAT/54 FEEED D AR~ Y I 2 5 IFERIERTIE
B & U CHEME S AVFZIR-051-301388R 1T, Fili 72T Y A > Tldle o o TR H D, L L2ARn 5,
A A& OHFEICHIZ0 . 777V =R RORSERFICLD2HVEBETH Y RIGRBEICLD
WEATHER] LR AR FEHE R & W DRI A BB L. AR ERRIZ IV THRAT/ S A EHE G & I
R TE 202595 ETiE, JR-051-301RBROREBRT A VIIFFATREL B 272,

7.R.2.2 FEFMIE B Kk OCREHFRIRIZ OV T
HEEHE X, JR-051-301 ikBR o> EEFEMGHEE  GEME B & ORERERE) K ONRIZEMETFRL (0.70~1.43)
ORERPUZHONT, LLFO LI IZHBH L TWS,
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® EEFEMA (JefT/NA AEIESE IR & AR 5B 26 IR R O M GL-3 IRE D)
UIFORENG, M GL-3 R4 FEFHMHEA & L T#IR LTz,

o 777 U—IRORHUTH DA MEMOEREEEFELYD LT 5L OMEROREIL, M5 Mk
DEPED GL-3 By R A b—3 A2 Lo THRENICIRVIAEND Z N ERFKRTHLHLE
Z BN TWVWDZ &S (OMMBID. doi: 10.1036/ommbid.181) | M GL-3 #2345 = & 1%,
77 7V i OWREL BRI T 260 Th D L HEIhD Z L,

o Ty 7V —IHEBE ARG L LR ABR (Biochim Biophys Acta. 2011;1812: 70-6, 7 7 7 7 A LD
HEEEEHIEEE) 2B\ T, 77 7 7 A ARG %I GL-3 B R K OREAIE DR 0Ot
RHHNTERY, MEH GL-3 FEEIINER OFERM AL DORIR R Z KT 25— EDIRIETH
HEBEZLBNDHZ L,

o FARE CEDER. O, BRSE) PICERET D GL3 X, TH LA —E R—Z WA K HIRED
R T 2 ECHEUREED | > THHEEXLNDN, METICERHT 5 GL-3 BEZNET
LHIoOIITMBEDOERP LI TH Y | RE) THREORAENRELS D T b A A ki
Th HAROMRRBRIZBIT 2 EMIIRECHDL LB N2 L,

ek, MAEH lyso-GL-3 IREEICHOWCIE, FEDBEBTFEREZFT L7 77 V) —WiBE TIIHUREL

\Z L DA ST D AHEMENR S D T 5 (Clin Exp Nephrol. doi:10.1007/s10157-017-1525-3) & OMifi &

JEPR EFHRE L2 & 288 (Orphanet J Rare Dis. 2014; 9: 111) 230, +XTHO 7 7 7V —JHBHIC

T HIEFNROFMIE L L OIMLL TV e B x5, L Laenb, 777U —HBETOH

TECTEFEN R OFREE L L CIEMBI CIA M & T\ 5 Z & 25 E X (J Chin Med Assoc. 2014; 77: 190-

7. Plos One. 2015; 10: €0127048) . EIRAIZFH T 5 Z & & L7z,

FEFHIE B OFFMRHAORREIZ DT - TE, RANCEI Y B 2B O AT/ A EELOFHE LR
BT DN D DD FEFRM AL P L% O AT GL-3 IREOHERBIZEIT 2 5 MIX 2o 7oo ),
AT A AEEGEZFEE SN QW -BE T, BETHLT LA —FE TA7 7 8ANO Y Bz L
5, UV 6 1 H LR CISES GL-3 IRIED EFRNRBDHI TS Z L (Genet Med. 2012; 14: 779-
86) #BBIZ, ARIDIENFHVNREZFMT 2R & LT, AFIR 5B 26 BRF A A BR L7z,

® [FSEMERFANL (0.70~1.43)

FATAA AEIRG D SFEIDOT AN H—F  TIA7 7 BB ~OYEZ M 31T 5 ifEh GL-3 e
DL 2 JE L7Z[EANOHYE (Genet Med. 2014; 1-7, Genet Med. 2012; 14: 779-86) (23T, )
Z W U T AR O MAED GL-3 EDOZbDIX, 6 WHAHZTIX 115, 12 A% TIT 1.17 TH-
Too U AT L0 fMiE GL-3 BEOWEMIL LA Lz boo, U ZFiE CRFILERMICLZE LT
W BRI TWEY), BRMICHFETEZ AL LTonbomifEt GL-3 REOMEAFIHT 5
Zl Uiz, 77 7T A AORGEEEMEEE K OVAZ R S (Biochim Biophys Acta. 2011; 1812: 70-6, JAMA.
2001;285:2743-9, Nephrol Dial Transplant. 2006; 21: 345-54) O HAE U 7= B EMR B HEf 2212 5
SERM U7 fEh GL-3 BIEDE(LDD 95%(EHEX ML, 6 77 H#% T 0.92~1.38, 12 7 H#%T 0.92
~142 Thotz, LLEXD | [FESEFFAIL 0.70~1.43 (30%) &REE L7z,

B, UTFTDX2IcEXS,
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77 7 ) IR T IR R A T AR EIC W TR, EMEoMTHLERICIEa AR
FONTHELT, WTHhOHEEICONWTH R -ERH Y, HOMIEEIIMLL TWiRneE B X 5,
LA LRI B | 23 Atk T b 5 ARFNOB%E T AR O I FHRR & TS 2 RS & LT, JR-051-
301 BBk D FEHFHMIE A & U TAKIE 5B LA 26 MR MEH GL-3 JEZRE Lz Z L= Aha]
e & YT L 7=,

RIS PRI OREIZ DN T, IBEOTLDOL THEE LI5A. Fl731 FEIK S AFI~D G
zﬁﬁ_%PTMﬁ*GbS%E#mbﬁkmﬁ*Gb3ﬁﬂ®£@@ﬁk%W%QT%ﬁ%&ﬂié
NDAREMERRE SN D, BON-RBHE R L LT, JR-051-301 3RER (I 5 AHFI #lal 5 5550 4
GL-3 JEEDEIEIE 3.575 pg/mL TH Y | FRAMNIERE S FEETFAK (0.70~1.43) OFREDE
FRIZ %S 2 AAI R 5-BhAH 26 FFA O MAEH GL-3 2 OFHEIZZ N2 2.503 png/mL KO 5.112
pg/mL Tho7-Z & ZOMMPREMRAIZIIT 2 MHER GL3 IREDIZ LS OHFHNITH D Z & b
RO L, HEEENRE LT RSEMFTAE (0.70~1.43) 1352 AFUATHE & fllkr L 7=,

I HIT, HREEREE R OOMEREREEN 7 7 7 ) RO TEERAOHETH Y . BB A & OV ER
N7 77V —HOIRBIC BV CEERFMERE L SN TV Z &b, EEFHMTE B & OIEHh T
BIZ K2R 720 Cidie < o JBAT3 ARG B ARAI~OUVER X itk c B DR A., BHiemRd
KOVERERAEOFRER BB E 2 T, AFIDEERIZIBWDCTRIT S AEES L FASIHERT LR TE
LEMERTHZ L E L, £72. JR-051-301 BROWBREIIT 16 HILRONTWND Z &b, AAID
AR L TIERE L ICbmatd a2 L,

7R.2.3 AZEIZEET 2R RIC OV T

o TEFIEHAE

AREIZBIT 2 HEFHIE H T 5 5e17/34 AEIE S E I & AA R GBRMA%E 26 R RO fiL i
GL-3 DT DWW T, D 95%E K ML, FRicaRE SN RISPEFFAE (0.70~1.43) OFFHAN
Tholz (722H)

7pd5, FEEFEMIE B OMEHTIZOVT, JR-051-301 FEROFEFHAETEHEE TId, KM LHEH 7R
FiEEHWTCHisE B I Then EBIE SN TV Iz b b b3, FIkp] | Fllcon T, Ik (6
W) OMSES GL-3 REOFRRPAV LN (R 142H]) |

MEEFIL. YZPIEF OB ICONWT, BT LS5 IZHBE LTV,

JEBIRRETRIZIBWN T, FUEF] 1 F28 FAS IZEEN TV Z End, PUERES (6 IR OFfEHR%E 26
WRE R OFER & U CREFMEE E OHTIC WD Z & 230 &Il Lz, 7238, M ILfl % FAS 205
BRoN U= 4EFIC 31T B . SEAT S A A Sl F IR & AAI#: 5Bl AA 14 26 I IRE A fEh GL-3 JEE Dtk
CEZE SRR ZE) 13 1.027£0.235 TH Y, B LARWVWGEOREER (K14 2R) LEKRTH-T,
Bfsix, UFTOXIICEZXD,

JR-051-301 FRBR CTOH LG 1 FIZHOWT, HEFHENT R EE & B2 2BV E1T 9 <& Tldde o T,
LML S, fRE LT, YUk IEpl R LG Ao RICKE 2ZERITRO bnieho7lzZ &
5. FILFIOBEIMBETH 7= b 00, PEEFAFER L7 FEEFHMEE B O R (b ikflz kRt
LZRUWRMTAESR) ZLATL ARAI & JeAT /31 A BE A OIS A0 R ORIV IR S iz &k L7z,

3 ppdeRk Al 351 A MIEP GL-3 JEEIE 1~6 mg/L. O TIEEH-2< Z LA (Clin Chem. 2005; 51 (1): 237-40) &hTW5h,
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o ¥ GL-3 BEE K OMLIEH lyso-GL-3 J% B DRRRFROHER

AFIBE G- BtA 52 WA FE ComEh GL-3 I ORIFHERBIZX 3 IRT LB TH Y, IR
L MR GL-3 IS LITRO Dotz £, Hx OWBRE CHER TN M GL-3 BIE
DAl Z & MR LTz (F16) . S5IT, MIET lyso-GL-3 #EEEIZ W T 6, i #EH GL-3 i
FE & RIS, TRBRIAR P, T R & M lyso-GL-3 JE DT R oo Z L R LT,

8.00
1.00
Z 6.00
S 500 |
E 4.00
7
3 3.00
& 1
¥ 20
1.00
Mean=+SD
-4 0 4 8 12 16 20 24 28 32 36 40 44 48 52
BRESE )
3 FRERROMED GL-3 BE (BN FHELFHERZE : FAS)
F 16 #HEE L omifEh GL-3 BE (pg/mL)
——— Mg GL-3 ##E  (ug/mL)

o AF I B AT AFLE - BAEA 26 I AHN B 5B 52 T AT
Tk, @i 2.37+0.20 3.000.11 3.32:20.05
i, @i 4,97+ 3.47+0.17 4.40+0.16
Tk, @i 5.55+0.40 4.18+0.09 4.90+0.14
il L 5.38+0.90 5.76+0.43 5.90+0.16
Zi%, @ik 3.93+0.17 4.19+0.21 4.73+0.48
o, @i 5.39+0.64 5.61+0.15 4.62+0.25
ot @i 3.60+0.25 2.30+0.48 3.27+0.09
BYE. @ik 5.15+1.26 5.01+0.37 5.13%0.25
Bk, @i 427+1.06 426%2 -
ot @i 2.73+0.54 3.58+0.27 2.53+0.15
BrE, @ik 2.27+0.32 2.49+0.11 1.8820.05
Bk, RS 4.01+0.41 3.57+0.33 3.64+0.26
Bk, RS 2.13£0.24 2.44+0.18 2.87+0.23
Bt @ik 2.71+0.23 2.93%0.36 3.67+0.50
e, @ 425+0.53 4.63+0.37 5.57+0.47
Bk, RS 2.81£0.16 3.06+0.31 3.71+0.13

TP - i = P
*1 o AR GG G 2 38 i R OAS A el 45 G- a5 o0 MUE P GL-3 R O IO A 5 Lz,
*2 ¢ kRY (6 MR AL) oM GL-3 #EEEOfE A 26 WIS S oM GL-3 JEEOfME L LTHWE,

o HHERELRVLHEEREORKRE
EHERERA (RFEEHE. eGFR) HOVMEREME (Lo a—) OFFFIZHOWT, BRI A48 C TR
BICTEE & 72 B X o BB oo 2 L 2R LT,
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7R3 T2z O T

PRI, LT OREICOW TG L7ofE R, BT, RFIOLZEMEIZHONT, SBT3 AEHEHD
BT a7 7 AN ESRTHAICER T _REFRTR L, BT AEEGR G & RIS, AH D
WA GBI BT 2 B SR, AERROBEROER, K - FUIEEO@EE) 25 G0N S5 O
ThiuE, RANZIEAT A AEER L FA—OREGHBIIBWTARTETH D LB XD, 2L, Bk
BHETITHELNATWAAAOEERIIREN TH 720, WERTEH LS| X FRELERML,. Bohk
T A B O ERR B R T 2 MR H D LB XD,

AFN DBV OWTIE, B Codsim s B E 2 TR HIE L2,

7.R3.1 2T 7 7 A ILOHERIZOWNT
P IR, TR N BEZ 64 & L7 JR-051-101 3BROFEH D . AFIIRERE & 171 A EF LRS-
HTAHEFLOBBRIIGENDRREDO N TV RWZ L 2R LT,

7R.3.2 JR-051-301 RER TR DA FFRIZTONT

FESE 1L, JR-051-301 B TR0 LR & O RBEBRNEE TE RWEERRIZONT, BT
DEHIZHHLTWD,

JR-051-301 3XER TR SN {RRHE & DRIRPIRN TG E T E WA FFZIL 2/16 I 8 D BN,
ZDOWNFRITIRBEIRYE | . ik |, €3 . 82 RO A M EREEM | fFTh -7z,

FREEGE 1 R OWTIE, KA G5-B4A 79 B%ICRB L, BEESIZERETH Y, FH%E 12 B ThIE
L7,

NGO 1, HESE 3. FEEN 2 R M OV M ERERHEIN 1 2R 1 BlOPEBRE IR L= O T, IAR T35
UToo ARG PG 2 BRIk % OVEFE | 4 1% AR O, 6 A% 0, AL O A MmEREDY
MAFRD Hav, RRPILICE T2, WTNOFRRGIBFIC LV R L, i, Y%kl cix, 1T
A FEIESE IR S TAR (25524 3 2 K058 BTz,

PeAT /34 A IS OENERKRRBR Tlx, B, BAED IAR LEX LNDHAEFLN 113 6 (54%)
ICRDHNTWD, o, WSMNERRERTH, BESUG, ERIERED IAR B2 6N AEHREN
1929 i (66%) (2RO LN TWD, THNA L H—¥ RX—Z BRI OFGHHZIT—EDOEA T IAR 233 H
T5EEZH, AFFEEGEREO IAR BB XT3 A EHELE BRSO T RWEE 2 5,

ARG IR, JeAT 3 A AEEIRSL & RRIC, ARAIOWRAM cEe MEs) | THEEAREANEE] RO THEK
REER ] O TIARICMHTAEEMRMENRRENSZ L, &I, WThOFEESRIZONWTY [Z0
OBIWER] THEEWMEINAZ 2T L. HIHEOIALEZ TR LT,

7R3.3 HFEFHECONT

HEEEIE, LTO XS IC@H LTS,
JR-051-301 FERIZHBN T, ARANTKHT DHURD G & 72> - 9RFE 1L 5/16 Bl Th o 7ohs, ARFIEG-BilLA
BT ASARFNS T DHURDBGIEIZ 72 o To RBRF 1T 2R o e, E72, 2/5 B CTHRHUAREETH
V. D5 1 HNE, RFEGBRGE ISP RITUELEAEE o7z (722 28) |
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ZHG SHNZOWT, PRl OPRIHUA M OHER & & b IicmE GL-3 JRE & O lyso-GL-3 i
EOHERS 2B L= & 2 A, M GL-3 R & OUAEH lyso-GL-3 JEITIEBRMIMZ @ U TLEL TR
V. PUARRBLZ L 2 BITRO bR otz

LRME~DEIZ DU T, JR-051-301 BRERICEBWT, JE5REE L ORIERHRNGE TE WA EFSRIT
216 BICFEH N TEY , 2D 56 1 Hilld, AANT 2HUAE RO HFGUADRGETHh > 7=, Mzt
FIXIAR BHUZ X 0 IRBRP ILICE o 12458 Th 505, AFIE GBI O PRt R B TH 0 | %k
113 FEESICHT 2 HR bt TH 7=,

JR-051-101 Bk e X EREDOE LA F T JR-051-301 #ABRAE R K 0 | AFN ORI RVEI T T /31 A EIEM
ERRDLLDOTEHRNEEZZ D,

BeffiX, UTFDXSIcEZX D,

BURE AL TR AR 512 K D HUEERMBURRBLO U A 7 REAT/SA AEIES & L TRV EITW AT,
AT A A RS & AR, AR OB SCEO TEEREANER) THEDIRAEESOY 2712 L
THEEWET 5 Z &L THBEIRZRWEEZ S, L, BONTWAIHFRIIRENTHD Z b, Rik
HRIERIZ ISV TAKI DS [T MEIZ B9 2 B 72 e A G S Wi 581, AR O 2R O ME~D
MEBEARGTT 5 & L bz, EFRBG~OMO MRt E OISR NE L E X B,

TR4 AR & FATAA AERMLBE TRO DN ERITONWT

SR OFERG IR COLLEGRBR OFE R, AFID M6P & I AT/ 34 AEHS X 0 i< AHKID M6P %
BARICxET A REABUAER O M6P Z K% L= MR NBGA TGN  Je1T/3 1 AEHES X 0 @ho 7z
(23, 2.R.1 K31 Bl . F72, JR-051-101 SEROFER, AHK L JeAT34 A EIHMBTPK 727 7
A MZERPRO DI (720 28) | 4ERIT, EROME R OHEREK TRO bR ZRNEER LI
AIREMESHGEEIC L VBRI TS (TRI1ZH) |

P, AT ORELENE 2. AR & 1T ARG TR bz 2 RIE, AR OEERMSEHICH

o TCUTBEESNDER L EZ D03, H W COMm 2 B £ 2 CRAEAIHIET L 72u,

o HEEEDEBRED LY | AH L JeAT/3A A EHGH D M6P G RROAZRIZERNT 2 & E2 5% M6P
SRR EI LI NBOAFZIETES O SWERHEOZ RN MO MFNnbD s VT 5 0 ADFERITE
BLUTZRIREMED B 2 DILDH D, & N OAKRNTAREID AT/ SA A EHEKS L0 MRNICED AT
WEHER o7& LTH, ERAEPAR O MEICEREL KIEFTHOTITRNEEZEZX L L

o JR-051-301 BRIV TAFI OIS FHINRITAT A AEFEM EFFETH L Z BRI TE
D AL THREOMBITRD STz & (TR2 KN TR3 &)

7RS5 ik - R KR OAE - ARIZOWT

BRI, R SR B L v . AFNIERICB O TRIT A AEER L RSICHEHT s Z &N T
XD EZZ, FAT A FERBOEE - hRKOHE - Bk & F—OAREIOWEENGE « ZhE & O
e RIS THD Ll Lz, 72720, AROBERBIIRONTWD Z &b, RIERGEHHE
FIZBWTARRI ORI R OENEAR D HRA S RS IET 5 Z NI TH5H LB 2D,
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7.R.6 BUERFEHR ORMHEEIZOWNT

BT, BIREAT. AFITRIT AL AEHEGS & LR D L2 EOBRITRE I THWRNWEEZ D,
LI LR s, AFIOFGRBIIBONTND Z LT, FTIT734 AERMIC L DRBEO IV EE
CARBID G SN2 &L ROVNRBE~ORGRBRIT 1 FlorTHL Z L 2BE L, Rk
IRFEHRMAEFIZ LY R EET C. KRR Sn=7 7 7 ) —HEE (-H 77 b ¥ —E#ld
KIOIRFBEO 72 WBFH/NRBEF 2 5T) OREMERUFMEIIRDEREIUET 2 Z ENEE LB X
5o

RUEARC R MATE OFEM GRA L, PEESE, MEEAYE) (B X, EMEgcomns
BEE 2. AR L7z,

8. BEHEIC X 5 AR HIEEICIRM 3 & BRHTAR 28 G MRS R % OB b
8.1 EEMEE MRS RIC AT 5 Ot
BUE, EEET TH Y, T ORREOBEOHIBIIFEARE 2) THRET 5,

8.2 GCP EHIFRERS RT3 2 B o Hr
BUE, HEERF THY . ZOEROHEEOHBITHEERSE 2) THET 5,

9. FTEBE (1) 1ERFRICIIT 2R A7

et SNIZERN L, LTO X HIZEX S,

AH & FATSA AEIRSME T M6P & ik, M6P AR T Hf5 G BN, M6P 5% 4 L 7=l
WHUARTEME R O R TO PK 7’2 7 7 A VIZZERPRD G720, Makaid, ARG RICES
<EBZELXD (TR2, 7RI KWV TR4A W) | AFIOBKEERIZH-> TUIHFEEINDI LD EEZD, 7
7 7 VIR OERTH Y, o- T 7 b H—BRBIOIEFRED 22\ BRI T O TRER LS H3
HEARPL T T ARHN & AT A EIEGH OIS FHVD RO RSN THR S, R L TR/
BRSO HILTWIRNWZ LD B SN @E A LT, AFNIERRIZ I THAT/ S A IS & [F%
WA 2 Z & IXRTEE &I LT,

B [k Calsam 21TV, FRICRIEN 2D ST E 258213, 77 7T WA DB AT N A EIRA
ET oA i LTARZ AR L TELIZRWEEZ D,

YLk
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#FEHRE (2)

Rk 3047 H 19 B

FEEmm E

Bk 38 41 7THALH—E ~—% BSAEEESmg [JICRY | [FAGHE§#FE 35 mg [JCRY
[— #% 4] THLAHF—¥ RX—F (Ba#fz) [TV F—E —2#%kE1] 9
[ 3% #] JCR77—~kk{&tt

[(FEEFHBA]  FRk2949 H 29 H

(It o — ]
AlEED & B,

1. BEANR

B e &k O O% ORI BT 2B EOBIKIL, LTO LB THhD, ks, AHEMFmHOEMNE
B, ARBIZOWTOEMEENSOR LHEICESE, [ERLERIEIRAHEIC T 251
WAEOEmICET 5 CERR204E 12 A 25 AfFT 2035 8 5) oMlEick by, 54 Lis,

1.1 APMEOREM, 22, &K L BT FTEEXLE TR b ZRTCNCHEE - IR ECHE-
RAEiZoW\T

FAWE (1) ISR LI AT A AEIES & OFNEDRIEME, Rk, ARH) & 51T/ A EHE M
TR BRI ONZIHE « DR K OFE - ARICET 2oL, HEMEBNH SRS,

1.2 EXRRY A7 EEHEHE (R) T2V T

B 1T, BARE A C AR AT 3o A SRS & EA D L2 EOMEITRB SN TRV EZ X D,
AFKIDOEKRERIZB T 2R EGRBIIBONTHWD Z EITMA, FTAT34 FEIEMIZ X DIEEEO 72 0B
TAKID G SN RBRT N L ROVNRBF~ORGREBIL 1 floAThD 2L 2ZE L, [k
IRFEHFAEFICLY . MIRHEHERT T, KRB EEINE7 77 ) —HBE (0-HT7 27 ¥ —EH
HIOIRFEE D 72 NBER/NRBFE Z#ET) OREM K OEIMEICR DR AEIET 5 2 & A HEE Lk
L7z (GEE®SE (1) TR6) .

HHHEICBW T, EMERND - T 7 F X —PREIOEFED RV EBER/ N BE HiREL &
Fhb X, AEICBEESNDIEFICH Y BECRNE 9 2RREFIE T, KA OZEMESICF
LIEMANIET D 2 L PRE L OFANBH &N LT, AR OB OHIEHII R Sz,

BEMEIT, P COMGRE A B E A B RICB T AR OER G U A 7 EBEHE (R) 2oV T,
FNT IR T LM FE R OAEICB T 2 ST H 2 BOET 5 2 L WONTE 18 ISR B
i Z EVERRTEE) X ORISR 204 - IBRA FEHET 2 Z L NEYITH D LIl L, HEEHICER

D Rk 30457 A 3 BTSSR 0703 45 1 B TEERO—BROLTRICOWT) 120 — 205D bR,
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dn U A 7 EELENE] () OB & E ARG E (%) OfRZRO, BT, BELY 27 F
PG () ICHOWTHUNICHIST 5 & & biZ, R I19IRTHHARSERAEEOE T (R) 28Rl
7o, BRI A TR Lz, 723, EHREERAE T, FEERMAIREBEIZB WO TARD R G Sh- 8
BaRPIZHANZRET D%, WY R<BANTEND L O ITERE LT LT, ARIB SR ORI 4R
DAL IR T DEHE & S TWnD,

#£17 EELYA7EHEHE (R) CBT 5 ZLERNFRARCENEICET 2 RNFR

de R I
WERRESREZY 27 RN Y A7 A A A
- IAR - PUkpEA DS C AL
" TFIT4TFR—

A NMEZ B9 2 W e
< 77 7 U —RBEICB AW FEIE T Toa e

#Z18 EER)AJEFHEHE () KBIT2EBNMOERLEZLEERTESE. F0EICET2HE - At
EUOEMOD Y 27 B/METEB OBE
BN 0 [ 58 i 2 A AR AEECBT SR - SR BN U A 7 fge B
- WL T 14 R AR AR+ - (T Rl e c WML
- (il i A
* o ARANOFGRERTG £ 12 JR-051-301 SR Ok ol (JR-051-302 #AlR) A B 70 % B PR SRR 12
IEEZ T, AFIBIA SN D E THEM,

o R19ZH
#®19 FEARSREHEORTF (R)
A7 fok ] st A5 .
HAY SRR T IC B 1T D AR R (52 1) OZ2MROA ML IERET S

AR ik E RS N

A b | 4 4 B ORI - 3 )

e ARBBEEEINE7 77 U —iBE

T E A 100 f3if*
ARG | IAR, BufApEA R, T 4 7% —
* o BELER ORI X G E A RE TSRS D,

2. FTHBE (1) OFTEFH
FTERE (1) OTFROKBIZHOWVWT, UTOLBYITET LN, AFTERLEERS (1) OfmIcE
NN L AR L,

H | 11 #1IERT Al IEfR
17 | 3 16| AA a4 G0, AP G-BRIGTE 26 R | ARFOIEHEG-REE_(—4 38, —2 8 M U0 ik
S AP 52 BRF AT RO | AFPE G AR 26 R _(24

26 3 K O 28 s o0 LRI | ARAI
PG 52 MG A7 (48 3, 50 i A2 U 52 iR A5
D)
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3. BRI X ARG HEEICE T & RERHT AR D 8 SRR R B UVEAE O I lT
3.1 EEMEEE RS RIS 5 A O

BER L, RSSO MET, ARMENR O 2 OMERE CRE 3 2 IEROME 255 KRR PR EIZIR
T ~EEEHIN U CRRIC L 2IRAEZE L7z, €ORE, il SIoRGBH R I ESWO TR
ZAT D T LT HOWTSRRIE RV S O & BRI L7,

3.2 GCP EHFAEREFITH§ 2B 0¥

IS, EREEREOSE., AR O Z ORI T 2 IR OREIC TS SRR BFHEICR
4 ~&&¥k (CTDS53.1.2.1, CTD5.3.5.2.1, CTDS5.3.5.2.2) (2% L C GCP FEHIF#E 4 it L7, ZOfk
R, R SNTAKGRHFEE RISV THEAEZIT 5 T LI oW TR ARW S O & BRI L7z,

4. BAETHE

PLEDOBEEZRE 2, ML, TReo&RRERtEA2f Lz ET, LT O%EE - 2h L OHTE - HETK
WL TELIEARWEHET 5, AfBIXAEDEERIIZEY L, JREEORIANTOT S B3R Y
35 &l 5,

[%hEE - 2h5]
777 ) —H

[ - HHE]
W, TNV H—E R—% (Glafiz) [Ty F—8 R—=F#%K 1] LT, | AR
1kg 720 | mg 2, SHET .,

K &R & )
PEH L Y A 7 EHEE 2 RED b, EWYNIEET D Z &,

Yk
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Bl F
(g FE%—%]
At Yok A AGE
AUC Area under concentration-time curve W i — IR (] il R o
Co Initial Concentration )44 1. P e B
CAL t(‘:;l::rgziﬂ:;ilc:?]t of in vitro cell age used in vitro fifAis O _ERRIZ £ ThiaE S 7=l
CD A~ k| Circular dichroism spectrum FMRYE Btk A~~27 h v
CHO #i ) Chinese hamster ovary cells F v A =— A A A —PEHIN
Crnax Maximum concentration IR
ECso Half maximal effective concentration 50% 7% B i
ECL Electrochemiluminescence HmEALFFE
eGFR Estimated glomerular filtration rate HEGL R ER A I &
EU 7220 - EU TR SN TWLT Iy F—E ~—
% %55 (Fabrazyme)
FAS Full analysis set e K OO LA
a-Gal A a-Galactosidase A -7 R A —E A
GL-3 Globotriaosylceramide JaR NI T7AINET IR
Gla KO v 7 A | a-Galactosidase A knockout mice ST R H—P AT TI =R
HCP Host cell protein i FAfa sk & 87 8
IAR Infusion associated reaction AFHNEe 54 B2 389 A B
LC-MS/MS Liquid chromatography-tandem mass Wik a~ W75 7 4 —/% 27 NEESHT
spectrometry
lyso-GL-3 Globotriaosylsphingosine TR ) THINAT 4T
M6P Mannose 6-Phosphate v /) —A6-U B
MCB Master cell bank VAL — B e R T
MRT Mean residence time - E) i B R )
PK Pharmacokinetics S ENE
RP-HPLC Reverse phase-high performance liquid | ififH @& diiik 7 u~ 75 7 4 —
chromatography
| ] [ ]
SE-HPLC Size exclusion-high performance liquid | 44 XHERmEiEEER s o~ 75 7 4 —
chromatography
tin Elimination half life 1 2 IR0
timax Time of reach maximum concentration | iz i e 5 212 FH]
WCB Working cell bank T—F T ey
THANTSATE THNYH—F TAT7 (GRIEETHBER)
T 7
[Savedal FHNYH—Y Ry GRIETHIR)
F A — PRSEATEGE N 55 R A 5 pEAS
AR, | 77 77 A DAL 5 mg & OV AT
777 TWA A FEH 35 mg
e B TN B —P ‘f*‘if-')” BS i ifi{E 5 mg
[JCRJ K OV s % 35 mg [JCR
i THNZ—E =% (B z)
o - (7 HNSF—F N O]
U F L U 7 LAV EERER 3.5 mg

“H oA —F ~A—H BS ..! i

E5 mg

JCR) il 1 44|



