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\VIMIZIM

E=YL B EAOMEE ADSIEREIVAR (BILF A ERBAR) ZREENREL. O ZIERDES
BEICEDNE T,

AHDRFEE ARSICOVTIFRDR—IBIEDTTETITOTEHREINE T,
AR FEHISRIINEZAGDOIATEATEL,

T BB T DR RD TESEFZ LI L TR S ZRILTLZEW

AZERUHE

EE. TORL 77— PIL 77 (BETFRIER) EUT, | BHAE 1 kgdsizn) 2mg#iB 1 Ol sitst s 5.
o AF|FAEESTREAIT1 /N A PIL5MLTEHY . &N PILIE—ERIDBRE T 5T,
® Bk ABERILLE (25kgski : 3.6 RILLE. 25kghlLE : 4 3BRILLE) hFTEAT 2.

o KAEID'S(CKYinfusion reaction (3%, D\, IR0, FKE BE I8RE) W' RIBET 208N H D26,
PMERY = UE|I7Z BN (S EREGEREE DH A TABIR SEIB30~60781ICHIRS T2 &,



RS EDEMGE
LI OFIECREICUBHAR (M) 2T 3.

BUFHAEZEH T 2IcDICREDUHBZIREICERNICEHAIT 2 EZHR T D KICHBREO/IETE
BHASTAIT2LIICT D,

H EEnigs5E

BEDHKE (kg) X 2mg/kg = EBEHIDDFSE (M)

H FH D HEE (mL)

BEBIDIRSE (M) - 1mg/mL(FEIDIRE) — FEIDBES (ML)

E %Ei/N1 7 IV

MEIRINA T ILEY
(NERLUTIEEIW £FB)

AEIDHEE (L) — SmLANATILDOBE)

AEDLEE (ML) EEANCKHER/NA 7 IV ZLET BIeDIC PR DERFOBEREZHR I 5 &,

K1 BERE. FHOVEEHRSE) ENI7ILE

BEDFE kg) 58 (mL) UEIRNA T ILE
10 — 20 20 — 40 4 -8
20 — 30 40 — 60 8—12
30— 40 60 — 80 12-16
40 — 50 80 — 100 16 — 20
50 — 60 100 - 120 20 — 24
60— 70 120 — 140 24 — 28
70 — 80 140 — 160 28 — 32




\VIMIZIM

2Ef| : FEHRSERE

B 2EFE <25kgDiFs
BEDFEN25kgRBDHEICIE ERIBEIF100mLET B,

BERPE(16kg) X FEIVRSE (2mg/kg) — BEDIDRSE (Mg)

BERSE(B2mg) + Tmg/mL AFBE = AFDHEE (ML)
AEIDHEE (ML) + 5mL/NA7IL = NEBRINATIVE(7) (UINRUT L)

B REAFE 225kgDIBE
BEDHEN25kgl FDBEICIF ERIEEIF250mMLET B,

BEFE (28kg) X FESIVRSE (2mg/kg) — BEDCIDERSE (M)

FBERSE(Bomg) + Tmg/mL FEIRE = AFOHEE (ML)
FEIDHEE (ML) + 5mL/NA7)L = WEBRRNATILE(12) (UNERUT WL



RAET3H0

o =V L\ sUEEHTROME. /A 7L (1@ EUER)
o FIRA. HEAEERIER100mLX(F250mL
0 R7HAX0.2umA >S54V T4V — (I =&EREVH

ZSmDMHIR

AHIFRRICIT. BERICERWURS &,
FE25kgRBDEBREICIFERHMEN100MLERBRDKDICL AE25kg FDBREDBGICIFERBEN
250mLICIEDRIICT D E,

o Rit IREZR T D&,

@ EXTD L,

O RIEAFERIIERT DL,

o £EIFRFAZERALCVEVD T HIRERIFESBICERT L,

O FHINBEBICEATERVEGICE, 2~8CTRR24BBREF CEDN . TDHR24BBLIAICIRSZ
BTIBTE"

* REIEHRUCEDREMICDOVTIE, 2-8 CT24RMRER. I5(C23-27 CT24RERTFUCIBEE  RE CHDIEN RSN TV D KEIFHRE
POE/TRELVRIINERSBRVBEE. CORFEREDHEN TRSZEER T T2 EAIRE2-8CT10RBREFRICIRSTHHEIFERICRIE
BEHSHT24FBEURNICREZRTIDIE,



RSnEREIESFIR

OEFNFLDREGNIFECFFES AV TOREEAISEEITD &,

\VIMIZIM

SHREMBERIBTE

IR—ITRUIEITECRHE/NA 7LD ERT B,

REEBEBENA T IVERIH T JIACEFL Y IICEDIRNT &

<25kg

100mL

HEEERER/N\YI ZRET 2. BRHEEIFZEDURENSRDD.

=25kg

250mL

LidW\W &,

6_70')0

ARBIC K FOFEELEEBNRVNE/NA 7L ZBERICTERET
BT EAEFAVBERAIDED DIH
RDBDTENH B AEIFESBHY SHEBDERXEFHDINCHBED
RCH 2. ZENESNDEDPHALFDRANRDSNZEDIFERA

5 (BRI Z

HEEEBIRRN\YIHSFRIDNESEEEDREREN>THRE



BHULAH DN ERZ 2 UMREBIREZ RSB S REL/NA
7 IV 5o WIRER D HHEURBWRSITERURNASHIR/ W (C
KENZD O EFAT B RWPHCOE S BHZH— (TR E 2,
REFHFZLUEWNT E,

TeABBZEREUICKWVWRZ T4 X0.2umA >S54 V749 —f4E
BRCYNERWVWTAEIZRST D,

ERRERDISEE
AFIDRSHIAR FEBN TR NI TEET 5T,

100MLICHIRUIIRS 1 F1DDIRSREE3mL/EFEL BEDREZH#R U1 59&ICoML/EFEL. R2ITR
FEBW. ZDHRI155TEICOMU/ET D EF BESREZRAIOML/FFETLEIFT
<G

250mLICHIRUIEIRS  F1DDIRSERE (FomL/FEL BEDREBZHEEEUIC 1 59%& (21 2mL/BFE L. &R 2(C
MY EBU. ZDHRI15DTEC12mL/BET D EF RSREZERA72mL/FET LT
W<,

R2 ERITHIFABLESEE’

TR BEFEF25kgKiH B&EFE25kg £
FRHE100mL FREE250mL
®R5/8 — 1597 3 mL/B%F 6 mL/BF
15 = 3093 6 mL/B% 12 mL/8%
30 — 455 12 mL/BF 24 mL/BF
45 — 6073 18 mL/8s 36 mL/B
60 — 759> 24 mL/B§ 48 mL/b§
75 =905 30 mL/BF 60 mL/8F
9073 AR 36 mL/Bs 72 mL/8

a B5REF BEDREEERBLBNS EIFBT L,
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ZEMHEEROINE | S=+3EHRRER (MOR-004:1ER)

LI HEEEERGER 5~57mD LA IZHEIEIVARRE TR

< BlIfEFDOHFETIKR >
1) &EI2mg/kg/ B8}
® 534IIch4 241 (72.4%)
® E/REIVEM « FHEAS8HId 19641 (32.8%) . IBIL18%1(31.0%) . 5858 1561 (25.9%) . Btn1 441 (24.1%)
@ Infusion reaction (IR) : 58%ItH38%1(65.5%)
® BEREDFRSPIE N FEERPIEIC DB ICAEER | 0

2) BERAEE 2mg/kg/BEE26). 2mg/kglEBi% 5854 )
® 6fh6HBlICBIERNERD SN,
o EIfEFDAER : HREERRE. BD\ BT, 255 . FEEL. BER
@ Infusion reaction : 64164
OEERBEEER: O

< B5E | BREICREEUV-AZEER >
(1) FSmE : 36/59%1(61.0%)
(2)BMN110 2.0mg/kg FRiBIR-SEE © 42/59%1(71.2%)
(3)BMN110 2.0mg/kg SiBIR5EE © 42/580(72.4%)

< B5E5  BREICREHEUCEERESER >
(1) FSEmes: 0B
(2)BMN110 2.0mg/kg FEBIR58 : 161(1.7%)
(3)BMN110 2.0mg/kg BBIZ 58 : 2 (3.4%)

HERP(TIET Bl RSNBEh Tz,



&3 MOR-004 FHERICH T BEEEICRHELBEER
ZEMETNRER

BEAWERE
SRR BMN110 BMN110 BMN110 BMN110

(n=59) 2.0mg/kg/ | 2.0mg/kg/ | 2.0mg/kg/ | 2.0mg/kg/
B S8 BEIRSE B S8 ARS8
(n=59) (n=58) (n=4) (n=2)

BEREICEHELBEER 36(61.0%) | 42(71.2%) | 42(72.4%) 4(100%) 2(100%)
BE 32(54.2%) 27(45.8%) | 24(41.4%) 1(25%) 0

hEE 4(6.8%) 14(23.7%) 16(27.6%) 3(75%) 2(100%)
5 0 1(1.7%) 2(3.4%) 0 0
BREICEEUEEREESER 0 1(1.7%) 2(3.4%) 0 0

< EfEERI > (MOR-004)
(TS REE 2.0mg/kg RBIR S, BEBIR5E)
0 2Z (54.2%.45.8%.41.4%)
o thEE[E (6.8%.23.7%.27.6%)
LNRE. RFPHEETH oI,

BERREICEIE U ER R EERIES
BEREICREL BRI EEERISBVINT 108 5B D3I 3HNRDS N,
WENBLBHRE. 24EmEIAICEEL,

R4 BREICEHEVER B BEE SRR

BIER 5IR EEES
2.0mg/kg PFIASFI— BIfERBERE
IA / AN/
23 / B8 RS o =T SEA R

D ERICH T

Sl BRI EE 24 BELA | ERABELRS

/ FiE "

chig

20mg/kg SE DB G 25k MBS

/ BB




%5855 DITREEF (MOR-004)

ORI BEONTBBRECEEUCRBER DS 5EBRSH CHRIERN SN OIcBRIE—RNICBERMITEE
(ERT) DR S(CEET DL EBER THofc,

&5 MOR-004(C BT 3 58RI D EREBIER:
BMN110#& 58 THIZER10% L LDER

ZEEBETNRER

BMN110 BMN110
2.0mg/kg FRER S8 2.0mg/kg BB SE
(n=59) (n=58)

FSERE
(n=59)

1;3?;;255;7;%22‘% 36(61.0%) 42(71.2%) 42(72.4%)
8(13.6%) 8(13.6%) 19(32.8%)

4(6.8%) 7(11.9%) 18(31.0%)

9(15.3%) 8(13.6%) 15(25.9%)

4(6.8%) 7(11.9%) 14(24.1%)

0 0 7(12.1%)

1(1.7%) 1(1.7%) 6(10.3%)

1(1.7%) 4(6.8%) 6(10.3%)

2(3.4%) 1(1.7%) 6(10.3%)

\VIMIZIM
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H RSHRRIREIRR | GRECREEUCTESER

BEAEEMICSWNT
© S EERER(CRIEUICAEDHERE &b /o) DI F B FRIRIEE 38. 79 Th ol
o KR (NUFERMAUCFBHIFEE) I TRDELEOSNICEREICEBUICAEFFZL20.3% (0.56fF) .

B0116.2%(0.77#) RUTERE14.4% (1.044F) THofco

< FIREFH >

INSDOAEDHERE ST OFIFBFRITEEIF 1~ 1 2BE DR SHBICPPE < T DERMEFHICIK TME

[T ol (FR6) -

K6 BSICAELBESRORAIRE (10%L L) RURIRER

FEIRER | JEBIEL (%)
FRRIRAE :
WERE DI D

z 1 ~12

97 (43.7%)
10.91

AEAY 1@ E
WESNIBERE

RS HRA (BRERAEKRE)

13~24
(n=121)

43(35.5%)

VAK]

BMN1100D#%5EAM GB)

25~36 37~48
(n=98) (n=82) n—52)

29(29.6%)

4.92

28(34.1%)

6.29

19(36.5%)

3.79

116(52.3%)

8.79

_— 29(13.1%) 9(7.4%) 11(11.2%) 6(7.3%) 8(15.4%) 45(20.3%)
= 0.80 0.57 0.68 0.44 0.49 0.56
28(12.6%) 11(9.1%) 6(6.1%) 4(4.9%) 3(5.8%) 36(16.2%)
1.15 0.57 0.44 0.48 0.23 0.77
25(11.3%) 12(9.9%) 6(6.1%) 4(4.9%) 4(7.7%) 32(14.4%)
1.29 0.82 0.49 0.49 0.43 1.04
25(11.3%) 8(6.6%) 5(5.1%) 5(6.1%) 1(1.9%) 31(14.0%)
0.96 0.47 0.31 0.33 0.06 0.74

SRSBEORICIEHEPICHREUCEROIF D EFND. Fic. 48 BB (>48) DRICIFEL9~100BDO T —INZFEND,




Infusion reaction (IR)

o FEIDIRS PN (& HRERZEBN TR G TEHE TICHIRI I EN BB,

M (RREERTERHOSNIZIR

o X/ AEIK | TEE. BD\ [Bit. HE. BENUIERE CH ol

O FEIRDIEE | FEAEDIRIF BMN FPEE CTH o,

OE | EFHINAZETDIRE. FEALRBRESREDEE HIE XY VEINUBIBRERILEVEIDERS
TBHETE.

o RIFZ OGRS | 2 CORERZRE . TORBIRSZHELCEIT BEICHULTCRBE TH oI,

#7 infusion reaction (IR) DFEIRIRR (FREEELZLDID)

BMN110
2.0mg/kg/ W@l

BMN110

e 2.0mg/kg/ i@

. . 54/594 56/59%4 52/58%
IRV {4 LA EFIR 91.5% 94.9% 89.7%
- 0.7% 1.3%
L & 5chi L
IRILE &\ 155D UL IFRIEDRE 0 (9/1400) (17/1345)

o REIERLZSET) : 58BIP3841(65.5%)

B RICXT T DX (B8R : IROUR T8 & —AREIHELE)
O HIIRS | EREEF Y B, P RIS VR E IR S HHERE & D A CAKIR 58818 30~60 58]
ICRIR5T3TE,

® FIRE DI 1 TOEIEEICK.,
ORSREZ T F2n. H5%Z—Bhit
QEVFERIGE (MERY VA BAERAINIFBIBRERILEVEIDIRS)
COBREZTTD,

H ESEDIRIMREIFUISS DM (BR | IROUR TSR —ARHIHESR)
EEDMinfusion reaction"HIRUIHBECIF. AF DRSS ZBES(ICPIEL BYRLEZITV. AFIR S DE
HICOWTIF Al mREzZEBURTE TS o

\VIMIZIM
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W BEE

® SRECRONER (MOR-004) :
TS, 2mg/kg/bRR, 2mg/kg/ B8
(1) ERFZ 1 061, 441 (6.8%). 4651 (6.9%)
(2):B8UE - 161(1.7%), 461(6.8%), 361(5.2%)
O S | (FEAEBEMNIIPERE CTH ol
o MEFREDIRS(FEN oI,

H 2E15H

KR8 EIRAHRGEE
MOR-004:15&% CIER S NIc XRS5 EE

HEEILFIAR H1 2R
FEhF= I as9yyv FURZvVOYv TFUIY SZFI
EROOJLFVYV LRteFUIY
JN\IBURZYVOY
FThUD L
NI AT

&9 CTCAE v4.0 JCOG [EBIFBTL—RE

CT(:].AE v4.0 Grade 1 Grade 2 Grade 3 Grade 4 Grade 5
erm
FALHSKIL | BETC—EMD | BEFREFEED | BE (Bl RIS | £GHRZEEZNT; ST
Kty PRI NE 22 | TDBEBESKLV/ | B2UBEZET D
RUBDHMZE | UEIKICH T 28 | FcFRREE DR
STRLY; B MERIZ | BAPLIELCTUTER
BEEEEIRL | E, NSAIDs, & | PHICRIHULEW);
MR, BN | —ElELTCHE
iR [CIFEPD | FHTD;
[CRIHT . FEFAEIC K AR
S24K B DT | ZETD
HIREZETD
x L EYFCFEDEB OEEICH T DEE RN
PFI45F— EMZOERICK | EHEEDT; A
S5TERDH DK | BR2NBEZETD
ERONEEZE
92;
TUILF—ICLDFE
&/ e FhE;
MmEET

xRN SDERY ZUPERYI S UEMBE DRI K5 SR ISNDRENIERIVER#HE T DBRIGRERIT. B
B FIREEE, HFEV IFE T, F7/— B R#EAZZU FEICED LD HD
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IRDY R TERF & —igHIHESR

IROEIBEFRDOEEEICEDVWTCERTINEN S BIFELLTF ABIDESREDRIRY [F—BT
W R OHIE RS VA BBEE FT2ED)LF IXTO4 ROENRS 1 SH 2.

BEDIRPFELELUISEIE. VimizZimDESZES(CPIEL B EEZRIE T D,
BEDRIGNROONICRICERSITZHE BAEERMBBICEZIV VI ZTVRHISIEERSITDHEN
HBo

ERPREHBR (CHE VTP (CIRSZBRT 256 (d RIDKRSEEZ IRDFELE U EEDKI 2D D1 ITERLIZ.

o LI BB, hEE, XIFEEDIRODEIFEICEIT 5 —MRHHIETH S

® NS DR [EER T EDHA RS A Y RUFIRICEE T BELIIC MEICIHUTIEIES 2HENH D

O LITDAHARSA VFERICTEY . BEDRENUVEUICROELCEEICRAULTIE. BEZIEL T EM
DY 7ZBTT DUENH D

BEROEEL
PR | e
EEOREOSVAE) o EEETNEH
o I o BSEEDS0%HE"
o AR UHIE o EREMRN AT DRE
°ED o BARFEIRHAE RS = VAIDROES
o SRIMM (FICEEFEIVD) | @ EABOTRMCHL T TRCORSFHERR AR
o B o TR DR X S E AR CRE EABRICh BT B
© SRR BT o SRR, (I SEE AEERICOL CHIERIB R
o BIBTEIR  IBIT, THI. BEEBI

* BREREEEDENSEIR

BRE5REZS50%EIRUCRICEDITEIRT DB G (F R DIRED25%(HET Do

30D BICEEICHUBNROSNIBEF LIBIDRSRENRL DIV, BEDREIFE LU TH DD, B
HROSNBVHEE ZTDEEDERTO0 B T 2. BE(CIBN RO SNIHEIF. LIEIDKRSRE
R

60D EICEEICHENBOSNBRVZEF BIIEAZRS I NENESH BEEMEERT D,

LRIDE SEENRUCEICBURDDRNIEEE R SREZS50%BERL. 50%DREDF FIES =i
EESH

\VIMIZIM
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& EIRDEIEE

FRR
hEEDIR
MEICRET2EEDHY . FEBED
FIiEhoEt T 255D HD.
AIRDMERICINZ T AT ZZ0
® [5E
® ZOENUTEIRRUCEMZIREE
® SRR INE
e EEDIERE

LR

o RSZPIETD

® EEI~NEHE T Do

® SMEMRFR Y AT DIREY

e NI RYZVEIDFFEN (FROKRS

o KMETHNE EFERDIN—SIKS

® BN T REEICIRA CT. INTCORSHAERRIFZAR

o KRN [FEZENIETR I BHE(F AT O ROEEE

® EEMDIERICIEWV DB R Z i

o IEHR R HIRE N FEFEER CREZIF DO EERR

EEIROEEE

&

EED7F 745+ —Ri
BIRDIER(CIA T A 2SO
o [T IkEsMEE | RUIN. InlS. UxERZHE
o [FIEA~=E
® NEfR
o RIMECBRERZ D7 T45F

V=TT IATF— R avD

eix5ot

® EEI~EHE

O VAT FEEICLDBMEBREENOMNETHINUI AL
INES

o T°TJUV(FPRUFUY) DfRE

e i XY= UEIDEHE

o X701 RDEE

o EEEIRDT— SRS

® GEENDHESE (CRELVMBD BB Z EHE

® |RIMA%E A DERIM

o AT 3, MEIRCER. SIFEL EFEERL. TER T UV =%
SUEEE. DR ED2405MEERT D




PFI745F—RUi

AHSTcAVBERBITHY EER T T T4 5+ —RIDHFEIZ T 2T REMN 5 D,
FEDESICRIERZEBN T 7T T4 5F I —RIDHEBICHKIZL T D,

<TEIA LSRR, FRE DOXIT>

O fEIR :
EMZEEOE T KA. INIERIER. ERE 8L, 77/ — B RINE. T2, [FIRE S, BETA R, H
{EEEROREIRNESEEORSICENS T AFIRSHRERICHRESN TS,

® ERIEREERE
BEPRUBRSRBEEZTDTITITE SOIC ZNODERDEIRUCHBE(IC. B2BBED CTT 2R
UCHLIEBEICT F T4 5F I —DIEPERICOVT TR FRAL. EBENERZZRAUICET(TRP A
([TBENZIFONBRIICLTHLIE,

® FEIRE DI :
INODIERNMRIRLCIZEICF FEDRSZE S (CPIELUGEBYRNEBZIT O & ARIRSRICEED Y
UVILF—RINOBHEEDHDEE(CIE. BIRSEICTERT DL,

2R EEROEEA 7 F IS5+ —DiaEFIE

\VIMIZIM
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7T I45FV—Di8EFIE

TP FIT4SF DO NIcS. BSICABCDEY O—F ZTVL TORBFIBETEET 2.

AlSuE. B C: ER

BZi&. H{EESAER
o =5#IM. CAFEE
o B0\ B, f&sE

D : =68 E @ BRIK

H1 REAEEINEAIRS U8

FFORAEIR
o [0S, B

@

1. ZRUFUVHREE0.3~0.5mL (I\V20.01mg/kg. BA0.3mg)

2. BFRIERE5 (R A06-8L/%))

3. R704REl U
Hydrocortisone 100~200mg (\'2 : 5mg/kg) X
Methylprednisolone 40mg (\E : Tmg/kg) =6~ 85

4. 1 ZEHRBNERE

5. XTS5 Y'— (B2RIHE)

6. [FRAZE. [REPFE X FEYIF

{BIRESAEIR
O EF nT
o MK T FHES

@R T,

1. 2RER (RYID5 0 EIE EBRIEKE5~10mL/kg TrUBRRE) #.
U5 )iRICZESE, NHREAMEIOMmMHE Z R DL DICT S

2. 5~300 Rk TP RUFUVEEST0.3~0.5mg X (F0.Tmg/mL%
SR ENS THEIRICESE

3. RIN=VEH| (2~20ug/kg/4)

SEE 1 BERENARES. ZRLFUYORNDYICT VAT 1~5mg (20~30ug/kg 59 LLE) 8.
Bl 5~15g /5 CHRIFET 2.

16




ABCDEZ” Z’O0—F (Primary survey)

ABCDE” O—F &F AMBBEDEBZNHEIEN STRN DIERICEEDEGBHZLIET 212D E
7 FO—FTHY BRORBNTOE>TFHIIND,

ZRZRVIATENRBRL CTVSH DFHIA R CTH Y. FiL TIHIREER. BIRE R, PIRSRRARDIE
TITHN %,

ZNCHOZIFBEAE GO E TPrimary surveyEEN REBIETERDL L ZRET 2.

FIEEUTIFBERMIFD[ONIEITH? BZFNF?IBEDHUONFEZDRENSE—HR (B2EDRME
%) ZIEEL. LW TABCDE7Z O —F (B 2.,

&SI Primary surveylCK>TNA I ILH A VY DRENFONICI EZRAFIC EEBDHER. EEZHICED
Bz INEL. 2B D2 ZRMHHICITDSecondary survey\EEZ2EZED .

Primary surveylC 313 %ABCDEDSHIEAES

A(Airway ; KiE5Tih) D OFEANEY). MREORE, JRFEEES. SR T REBHAEDHE

B(Breathing ; IFORETE)  : AGEDIFRES. WEOBIE. MENMARDBIE. POETF 7/ —E.SpO,

C(Circulation; fBIRsHE) EH. AR KXEF7Z7 /—L. EMOBER. LB . ME. EMMESFR
mesE (Capillary-refilling time) . TO—(C K2 - EEFEA H M D% 3R

(Focusedassessment with sonography for trauma; FAST)

D (Dysfunction of CNS, Disability ; Sk #EEED5H)
BRI, LR LA =R A

E(Exposure & Environmental control; lRIXEAREE) .
2 EREERS GERENOBEN L M) DT DI ARERER LE DIz DI RAIE
ERR

\VIMIZIM

17



REEE

LEBERERO2mg/kgmhB24 BRI S(CENT. RBNICHIORIL T 7—E7 )L T 72HE(IE 58414
571(98.3%) . EFHIFAS8BIH5761(98.3 %) . Z U TIGEFUAIES8BIH5SE (8.6%) [CELEN RSN,

BERZ20%D TS ERBHERE N TNETNORHRFBRABORE CHIORILIT7—E7 )L I7HREDHZIET
Hofc. TTENBHERE COMAMISEAREDERELANIVISEN ofz. BUK IIRERN 2me/kgfmB%
58 OR—RS5A 2V CTR5MNI,.

TS EARB TCOBRINS WV IABIEREIEBERHYNRA VNEEICLD DD THY ., ZNUXBERMETAD
HZEFS I TEHICRESN ARIRSBE TOBRMENA MM REETCO >THRESNDIEERFETD2HDT
oo,

ZLOWBREICHV T HAVEERAFRE(ICHEVC IRAET CORSHECIE 8LAIMZERUICERE
WRBIBEDEHEFESN T KIOBBUERIDNDHEREEDRENGD o,
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SR N U BRI SAEIA DR LF D ERE THEEEE (SCC)

B FEBEEE (SCO) (FLADBHEEIVARIDBHDEEREGHIECHY . BHRBDEED—DOELTHET
2TENGD B, AOLHBAEIVARZRE Z N R EUICERRTIRTIE, SCCIIAFIR SFHBRE (16, TS ERIR5HE
BRE(C1BIHFSNED . WITNBBRELSEHERUETHBS Nz, EEREBEEIF. TS ERRSHBRETO
THTH)EFEZITICERR<ERERERICOHEL TV 2. HEABEERE CTIESCCEREINT LR,

B/ FRMEDOEIRVAEIR (B8R, B8 L AJVLL N ORI, FRRER.BREAF) ZE85R 0. BY)RERRRY
MEZITO &,

BEDERZAIHEEICRHTIER

H SiHENDRS
BHERDRBFITERT HTE ERBEENME LTS TENS L,

H EEANDERS

RN ISHIRL C WD TR D B2 1 ICIF e L OB ML BRI Z LIS NDHGICDHRS
ERSIua

W ZABAN DRSS
R EOBEMERUBIREOERNEEEL. FILOMEIPILZRETT BT L YRR TIIPAD
BIDBEINTLSN ML PAOBTERHE TS S0

B /N\EE~NDERSF
SEABO/NRENRE RS MR OB EARS U EPRRTRIEERELTLEL,
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BRPRRLIE

(1) SBE=ABEFRHEERPREER
5~57mDLILHEEIVARIEE 1768 [T S REES9f. AFI2mg/kg/ Bz 585861 (HAA : 241).

nre,
P2EENMMERIZVEIDREIHRSZ2 (T MEICHU CHRAERRCRIBEE RV EVRISDRIRSZS
(Flzo REI24:B% DO B THRERDSHITER (CDWVT. A&I2mg/kg/BIR 5 TR S RICHULERD

EIAERHS NI,

- FSEhEE AFI2mg/kg/BEE
= i)
w Jal= ((510) (n=58)
N—ATA 2119 £ 699 2039 £ 76.3
. 2524805 225.4 £ 83.2 243.3 £ 835
67 BB TIHERD
$(TEE84 (M) ZkE 13.5 + 50.6 36.5 £58.5
" _ 225
s [4.0, 40.9]
N—ATA 30.0 £ 14.1 29.6 £ 16.4 (n=58)
_ 524,805 336+ 184 349 £+ 18.4 (n=57)
35 EPEER R EREERD
SER# (EZ/min) Z{tE 3.6+85 4.8 + 8.1 (n=57)
" _ 1.1
i [-2.1, 4.4]
N—RT1 25.7 £ 15.09 (n=58) 26.9 £ 14.11 (n=58)
524,805 24.3 + 13.45 (n=56) 14.2 + 8.38 (n=54)
Roho 59 VHhES
R (ug/mg) Z{tE -4.4 + 27.03 (n=55) -45.1 £ 19.9 (n=54)
* _ _40.7
s [-49.0, -32.4]
N—RT5A 34.8+ 27.3 (n=51) 28.3 £ 16.6 (n=52)
12524805 34.1 £ 28.7 (n=54) 29.0 £ 14.4 (n=54)
RABRIE
(L/min) ZbE 2.4 + 20.7 (n=50) 10.8 £ 25.6 (n=49)
. _ 10.3
RS [-1.8, 22.4]

FENEHRERE. HEEF TOE95%EREE]

* HOBANICREDTHTE




\VIMIZIM

AEI2mg/kg/BIZSEHICH VT E24BFTIC
O FITORILT7—T ZIL TN 584505741 (98.3%) (C5RH S,
® AIFIAD58BIR5 7 (98.3%) [CERHS NI,
© REDIgEFAIFS8Hd541(8.6%) ICERDS NI,

) RHBRSHR
(1) DRBESE T USTIEEDESNZ 1 7360 BE BN TNz,
(1) DHEB TABIBCE TSRS, (1) DRBOFBE BEE#ET 3T EESN. PSRBT
2T SN RS AR 2mg/kg/ABX [dAEI2mg/kg/ERE S SN,

RAEI2mg/kg/BRSEHCHIT 267 BHTHEBRDSITHRE D N—X 54 NS5K7 2BF TDE(EE(F30.1
[O5%ERBXR12.6, 47.6]MTH Y. B HERIS U,

AEI2mg/kg /BB BT 24BN 5 557 2BDBICH=(0 BIICAEDIgENE DB Sz,
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FEEHIHIEE

B 657 T ER

MOR-004DFEFHHIBEDAEFHEDEFEBN Zimic T ©D THh o1z, BMNT10D2.0mg/kgBiBik S
DAZE-BE TIFHE24BDOMWTICKDETOIRERRREC S MBI E LB U TRETZNICERBRIENRDHS
Nz (P=0.0174),

BEERSETIEE1 2BDOMWTICK DT RERBEDEFIEEN23.7MTH o . RN—=ZA 514 B
FE24BFTDFHZALIF36.5MERR . TSRDUENFROONT. FEE1ER S TIE ST MBS R LT
OMWTDIERICERIGUEFRSNBN oIc. FE24B T T uMBEE B UL 8B RIF2.0mg/kgiBi%
58£722.5m(Clgs.4.0~40.9:P=0.0174).2.0mg/kgkmiE1% 58 0.5m(Cles. —17.8~18.9; P=0.9542)
ToHholc,

1. 65 SHITHERICHF B L AR ST —#F (MOR-004DITTEEXIREH. £HERE)

100%

90% Treatment Group: —

. Placebo

42/57 B BVIN110 2.0mg/kg/FEE
70% | 40/58

80%

BMN110 2.0mg/kg/Week

60% —

30/57
50% —

40% 25/57
6 —

19/57
30% —

15/59 15/58

Percent of Subjects Achieving Response

20% — 10757

8/57

10% — —
2/59 1/58

0% | L

z0m =20m =Z40m 260m =80m =2100m

6 Minute Walk Test Change from Baseline to Week 24 (meters)

BHERIEDT < LICHIHFEENT TU—(CSFNIEREDHRHZERL T2 B24EICHRERS NI
T =Y CE DL E24BOOMWT AEB—N—A54 VEFOOMWTREEBELT. ELEZ&H U,




Bl REFHEISEE

M 357 AR R EREER

BMN110MD2.0mg/kgmBi% 58 CldRN—A 54 VDO 24BF TICIMSCTDeiE (4.88%/min[25.7%])
HESN. FSEREE (3.6E2/min(11.4%]) #HEHIC B>z, BMN11002.0mg/kgRiBit 58 Tla FS
TREFEHRUTE24BDIMSCTICHENICERIBEFROSNEN ofc. F24 BT SR E B U
EBENRIF2.0meg/kgBBIR S8 T1.18/min(Clgs.-2.1~4.4;P=0.4935) . 2.0mg/kgl@BZ 58t C
-0.5E8/min(Clgs.-3.7~2.8 ; P=0.7783) C& >z,

B RIS I VR

LOSWEREIVARL (BILF A REREFAL) (3. 5S4 VY —ABERTHBAIN- 7 EFIVAS TN ZV-6- AL T 75 —
T (GALNS) DEGFRAZRICLDBLRBAMSHETR CH D,

JUDY=/TUAY (TSI VEREE(KS) . DVROA F-6-1ilE (C6S)) (F. GALNS DJFEHME I 2T &I
KUEBRBL. BRI R HEES 52V EHIREAEDESND,

ESYLAR TUIYZ/TUAVDEILERT LT ZOEREHITED.

FE R

1) Christian J. Hendriksz, et. al.; J Inherit Metab Dis Efficacy and safety of enzyme replacement therapy
with BMN 110 (elosulfase alfa) for Morquio A syndrome (mucopolysaccharidosis IVA): a phase 3
randomised placebo controlled study

2) Internal data (distribution study in mice)
3) Wood, TC, et. al.; J Inherit Metab Dis. 369 2013

\VIMIZIM
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Drug Information

2026 F3ANET (B4hR. BEERR)
B FHEBEZ L OZSHEEIVAREER

ESYL RifasiER 5mg

Vimizim® Intravenous Infusion 5mg

TORWT7—E 7ILT7 (EEFHEIRER) ~ERs TR

EYEREE. BIE. N EERER?

g

1. B8

1.1 Infusion reactionD>BEELRTF717%
RGP RIRTHFEMEI HIDT. B2
BS99 BN TEREFEE L ETHRE
ZRIIAL. IR 5P RO SR T RIS T9EE
BEITHE £/-. EE Kinfusion reactionh®
HBRUEGZEICE. AF DT E5EEESICHIE
L. B BEEITICE, [8.1.11.1.1 BH]
2 2B IIFRBFRBDHEEEIERS
L&  BBERISICEVERD S M E
PREIADFEEMI HEDT. BEOREZ T+
MIBEL MBI TEYALEBEITIC
&, [9.1.1 BE]

—_

2. BE(RDBEICIZBELENIE)
RHOE L TCTFI4TFR I —2avrd
WAEREOHLHH[8.1.8.2 BHE]

3R MK
3.1 #8R%
. VIV LA
W% % 5m; TR
o P (17;;;» (5mL) H
LT et i 5mg
TR TN 2K 13.6mg
VR IKFEF N A IKFI 34.5mg
WO A L7V = R 31.6mg
VIVER—IV 100mg
KV LR—20 05mg
) F oA == ZANLA5—JREEMa S BE SN 5,
3.2 BFOMR
W 5 4| EIVLNIEETERSmg
3 IR | e 2 S O SU3b T HIFLA RO
pH 50~5.8
# B T | 270~330mOsM

4. FEERIIFR
LOSFEEIVAR

6. AERUVHE
WH, LOANVT 7 —¥ 77 GRIZFHIRR) LT 1IRRE
1kgd7=02mgZ F 11, pi%HHES 5,

7. BERUVAZICEETEER

7.1 HRAEF AR CHML %I 53528, THRESHZIC
P 5 LB ORBEMERLEDTOEL LI EARST
AV TARFI2mg/ kg% A ARE ] DAL (25k g A : 3.6/ DL 1,
25kgh | A3WERI DL E) 2 TR T A28, [8.1.8.2.14.2.1,
14.2.3 18]

REHPH 25k g A 25kgll I
Bl 100mL 250mL
5 Hah~155) 3 mL/ 6 mL/F¥
15~30%3 6 mL/I 12mL/
30~45% 12mL/IF 24mL /¥
45~60%3 18mL/H¥ 36mL/k§
60~75%" 24mL /I 48mL /I
75~9055 30mL/IH 60mL /1K
9055 LAFE 36mL/E 72mL/K§

7.2 AH OG5 EDinfusion reaction (FEF F s, MR-, F2k, T
JE, I SE) DRI D LD DB CNODREIRZ RIS B72
D HUE A 325 % WA BB ) L O BT CAHI R - B

:30~602 il ZHi{% 59528, [11.1.1,17.1.1,17.1.2 &l ]

8ERLEARNIE
8.1 AANAZAHERHAITH) EIRT 715 %—BIEH 55

&) AR-EEFOLSZICKIERTDIE

FHURENED B H720 B T AT O R AR OL NI
HEAA OB G2 EHICHIEL, YRR B2 TS F 2 2
DI RIEROFEBU 2 BERUL BRI B8 2 L TH{Z L,
[11.2.71.9.12.11.1.1 %]

8.2 Infusion reaction?, RF OFG-HIUIH 545 THHF TR
B DZEHD % R RERTROHN T EARJERIZTN ol
W I, 58 2, T 9 ) OV Cdh o720 Infusion reaction23FEBIL
7 A T OESE LIS LD B G- MR T B2 52— H.
ik Ll Y 38R0 iR 0 (BUe A% I i 2R 7 U R
BANVEHOBRG) REBREEZITH)ZL . F72, HEEDinfusion
reactionAFEHL 7235451213 AFI O G2 E BT IEL, # )
BB EA T ARH B G- OFBICOWTE A 2k fa bt %
BLIRET HTE,[2.71.11.1.1 ]

.3 HR/FBMEIZ LIS HHEIV AR EFICROONLEED
EPHIETH B7250, 18/ FARETE B OB HE R (B, 118
LAV ELF O PUBCRRIE PR ICEE R R 5555) 243 L i) 2 A
EATHITE,

8.4 ARHN OGO HURRE LD T ESND 720, @z A

W77—=X TIVT7 RARFHIRZ) T bH A z17)2 8
HHEFLV[17.1.1.17.1.2 BE]

IRENEREFIIREICHTIEE

9.1 AHHE BIEEFDHZEE

9.1.1 BMEM R STFRBREDHDEE
SBABCE BUG I & o THER O Bk BT AT 2 2 W Bk A3 5 0 £
G RO G B O RBABIE L, L EE L CEY A
WERFTIZEF 2 R G HE RO SR LA E BT AL, [1.2,
11.1.1 1]

9.1.2 FHEIDK MK 2BBIEDBRERENHDEE
[8.1 ]

9.1.3 BIEMRENTEDHE
AR DTN WVEP— VAN TR SRR L 74 2
IEFAARH S IE ARG, AR 2 AR ESE RSN BT
Nhd s,

9.2 BitEERERE

9.21 BREEICEELEENHZEE
M IBH R RELTATRIVE ROV VR SRR L7 R R Bk
FFEHEL TV,

9.3 FrikRERERE

9.3.1 FEEICEELBENHDEH
MG BAERREL7AT R ROV A MR SRR & L 72 AR Sk
FFERL TR,

9.5 1117
I AIEARL T B0 EME D 3 2 PRSI, 1 B A7 3tk
DERE LR B SN ASEICORE G THIE,

9.6 3w
TR LA R B O REFLRAE O AT 3R B L 32 L oMk 3L
FHIEE G 22 B EBR TR AN ORAT O ST
WA EMERLTANOBITIAYITH S,

9.7 NRZE
SIEAM O /NIRRT R EL 7 VR OH RVER BGS L7FN
AR BT L T,

9.8 EinE
RIVEOFEBUTTEE T 228 A BBEREAIE T L C0AIED S\,

11.8EMA
RORIWEN A3 SN DI LD B LD T BEE %+ AT, e
DRDONT A 52T 25l R L E1TH 2L,

11.1 EXLEMER

11.1.1 EEKinfusion reaction (A&IIX5HR I 5K TEAE
TICRBTIRIT) (54%) ©
HEfEZzinfusion reactionk LT\ 7F747F V=% T IENDH
BOTE G RO GRS E 15728 [1.1.7.2.8.1,
82.9.1.1 &)

11.2 ZOOEIER

©

10%L4 F 1094
fOE R B OE WREE
— A Oy BE T B LU | SEA SR DT
G H AL o IR TE
O ] OF
Wl B E | MR EGEHE, RE

JIELA  ENH B

| BAEEERYEES | 873959 |
ERES 22600AMX01393000
BRFSRAMS 2015648

BF K RRERIIT.2~8CREF
BHMHE : 360A

10%L) L 10% A

O T N O 0 R

B & U KR E

14.8A ELDEE

14.1 FEARBOEE

1411 MDA E DA ITMT B,

14.1.2 £ A7 ME—RRD LT 528,

14.1.3 RHNIRAFAZ ML TORVO T A I B
THIE MBI BN TER VI A1d, 2~8 T TR 241
EIRAF CEBDY, Z OB LA 55 T3 528,

14.1.4 7SAT VORI O FMUFESTHER S 5T

14.2 FEFARFECETIER

14.2.1 FRUlHEBEHEDOREIIEDNT A GIL B A TV
UNBUSLUF Y0 E2) 296585 5,

- BEDIVO¥G & (mg) =HFOKE (kg) x2mg/kg (K&
B D)

- AR OWFE (mL) =B HH72) OS5 (mg) /Ilmg/mL
(KA DOWLE)

- BBy ATV =ARF OB (mL) /SmL (1 7 VO 7E )
[7.1 2]

14.2.2 7 \A T VEGHIE DSBSl a5 F THIE § %0

14.2.3 FRtllheVEE DR EITIEDEIE R 2 PE LAY 3
BE O A B S 7 Wi 5 o
- BB OEREN2kg R OY A1, SRR IX100mLE T 5,
- BFEORTEAH25kg Pl EOYFEI2IE, S #13250mLE§ 5,

[7.12]

14.2.4 RHNI72AHEBA DT, DT 70t ClaE W ok
R ERODLIED B %o 72, AFNIMEA A S G OTIIUT
DIEPICHE L2 THD %o i BANC U THE A 7 VR R2
L AR B ASRO N A E L2 l,

14.2.5 “14.2.1" CTHH U7 AH 0 Bk & 55 ik 1Ry A PR LTV
N7 HOHPENSTEEFET %o

14.2.6 “14.2.1" T L2 ARF DR F A% A T B LDk
&I, “14.2.5" OH R AE B S Sy AR AR @K EIEAL,
BRILAWZE,

14.2.7 B3R5S8, $EH %2 — A S8 2 IR 00T 5
&

14.3 AR ESHOITE

14.3.1 72AFEEWAE L WRT A X02umA ¥ 54 T4 V8 —
U M N TRAZ R 5T 528,

14.3.2 MO IEA L [FIUEHET A >~ TORIFE LB I8,

20. RV EDER
SR IR B2 T AT,

22. 0%

A7V

24 XEERERUREVEDES
BioMarin Pharmaceutical Japantkat4t
ATANNA L TH A=y
T160-0022 HHTHBHIAF DXH A U T H17 65
IRFHEIFZAF ST —

TEL :03-6837-0844
https://www.bmrn.co.jp/

26.BLEHRFTTEEE

26.1 BUERRFETT
BioMarin Pharmaceutical Japantkzgsl
FORURRH A X T 167

26.2 BHETT
BioMarin Pharmaceutical Inc. K[

ZOHOFBICOTEXLCIF BFANZTSR ISV Fe. BFRANDUETCTBET L.
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JREIE=S4F90—

TEL :03-6837-0844
https://www.bmrn.co.jp/

BEIRTEEES
BERR5EIT
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