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AAFEHISRIAINEZAGDOIATERA TS,
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W 26ERE
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HiENUHE
@E. IOV T7—T PILT7 (BETHEER) LT, 1OHAE 1kgdh iz 2mgaE1 B, sigsss 2.
AER
© AH I EEESEFBEI T 1N A PILSmLTEH Y, B/NA )L E—ERR DBRET 5T,
® B&Z AR E (25kgHE : 3.605mLLE. 25kgllE : 4.385RILLE) MNFTEAT s

o KEID’S(CKYinfusion reaction (38f. B0\, B0t KE BE J8REF) W RIEITDTREMEN D D=6,
PMERY =V E|7Z BN (FEREGEREE DO H A TAREIR 55630 ~607F1ICRIRS T2 &,

BSEOREHGE
LI OFIBCRSICABHME (ML) ZH LT 3,

BYGAEZEL T 2cHICREDUREZRIEICTERNICETAIT 2 EZMET D KICHEBRED/IETE
BHASTAIT2LIICT D,

H EEnig58

BEDHKE (kg) X 2mg/kg = BEHIUDBRSE (Mg

FHIDHRES (ML)

BEHLVDESE(Mg) — Tmg/mL(ZXFIDEE)

FEIDHEE (ML)

E #E/N1 7 IV

WNEBIRINA T ILEY

A DHEE (ML) = SMLANAZILOBE) (ISR eI L E)
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KA DILEE (ML) EFANCHETR/NA 7 IIVBZIEIE T BIcHICFEEDXRPDBREFREZHER T D&

K1 BERE. FHOUEE (RS5E) ENA7ILE

BEDFE (kg) ®58(mL) HEIRNAT IV
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

2Ef| : FEIHRSERE

B BEFE <25kgDiFs
BEDFEN25kgRBDHEICIE ERIBEIF100mLET B,

BEMPE(16kg) X FEIVRSE (2mg/kg) — BEDLIDRSE (Mg)

BERSE(B2mg) + Tmg/mL AFBE = AFDOHEE (ML)
AEDHEE (ML) +~ 5mL/NA7)b = NEBRINATIVE(7) (UINERUT L)

B REFE 225kgDIHEE
BEDHEN25kg FDBEICIF ERHEEIF250mMLET B,

BEIFE (28kg) X FESIVRSE (2mg/kg) — BEDCIDERSE (MY

FBERSE(Bomg) +~ Tmg/mL FEIRE = AFOHEE (ML)
FEIDHESE (ML) + 5mL/NA7)L = WEBRRNATILE(12) (NGRS WL




RAET3H0

o =V L\ sUEEHTROME. /N1 7L (1@ EUER)
o FIRA. HEAEERIER100mLX(F250mL
O R YA X0.2umA >S54V T4 )Ly — (I =&ER Y

ZSmDMHIR

AHIFRRICIT. BERICERWURS &,
FE25kgRBDEBREICIFERHLEN100MLERBRDRDICL AE25kg EDBREDBGICIFERBEN
250mLICIEDRIICT D E,

o Rit IREZR T D&,

@ EXTD L,

O REAFERIIERT DL,

o AHIFRFAZERALCVEVD T AIRERIFESBICERT DL,

o FHIRNBEBICEATERVEGICE, 2~8CTRR24BBREF CEDN . TDHR24BBLIAICIRS5Z
BTIBTE"

* REIEHRUCEDREMICDOVTIE, 2-8 CT24RMRER. I5(C23-27 CT24RERTFUCIBEE  RE CHDIEN RSN TV D KEIFHRE
POE/TRELRIINERSBRVBEE. CORFERHDEEN TRSZEER T T2 E AR E2-8CT10RBREFRICIRS T HHEIFERICRIE
BEHSHTC24BEURNICREZRTIDIE,



RSnEREIESFIR

OEFNFLDREGNIFECFFES AV TOREEAISEEITD &,
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SHRAMBERIBTE

IR—ITRUIEITECRHE/NA 7LD ERT B,

REEBEBENA T IVERIH T JIACEFL Y IICEDIRNT &

<25kg

100mL

HEERERIRER/N\YI ZRAET 2. BRHEEIFZEDURENSRDD.

=25kg

250mL

LidW\W &,

a_%)o

AN M FOFECEEBNBRVNE/NA 7 )L 7ZERICTERET
BT EARFTcAVBEREIDIZD DIH
RDBDTEN BB AEIFEEBH SHEBDERNEFHDINCHBED
RCH D ZENESNDEDPHALFDRANBDSNZEDIFERA

£ (BRI Z

HEEEBIBRN\YIHSFRIDNESEEEDREREN>THRE



BHULAH DN ERZ 2 UMREBIREZ RSB S REL/NA
7 IV 5o UIRER D BHEURBWKSITEFRURNASHIR/ W (C
KENZD O EFAT B RWPH(COE S BRI ZH— (TR E 2,
REHFRHFZLEWNC E,.

TeABBZIREUICKWVIRZ B4 X0.2umA >S4 >V T4 )LI — &
BREYNeRAWTERZR ST D,

HEREERDI5EE
AFIDBSIREN Y FEHNTARREUEN T THET BT

100MLICHIRUIIRS  ¥1DDIRSREL3mL/EFEL BEDREZH#SRUC 1 59%&ICoML/EFEL. KR2ITR
FEBW,. ZDHRI157TEICOMU/ET D EF BESREZRAIOML/FFETLEIFT
<G

250mLICFHIRLIEIES t 1D DIRSRE(FOoML/EFEL. BEDOREZHEERLIZ 15081 2mL/EFEL. KR 2(C
MIEBU. ZDHRI15DTEC12mL/BET D EF RS REZRA72mL/FET LT
W<,

R2 ERITIFABLESEE’

TR BEFEZ25kgKiH BEFE25kg £
FRHE100mL FRHE250mL
®R5/8 — 159 3 mL/BF 6 mL/BF
15 =30 6 mL/BF 12 mL/B%
30 — 455> 12 mL/BF 24 mL/Bs
45 — 6073 18 mL/Bs 36 mL/Bs
60 — 759> 24 mL/B§ 48 mL/bF
75 =907 30 mL/BF 60 mL/8F
9073 AR 36 mL/8F 72 mL/8s

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

LI HEEEERGER 5~57mD LA IZHEIEIVARRE TR

< ElIfEF DT >
1) &EI2mg/kg/ B8}
® 534IIch4 241 (72.4%)
® E/EIVEM © FHEAS8HId 19641 (32.8%) . IBIL18%1(31.0%) . 5858 1561 (25.9%) . Btn1 441 (24.1%)
@ Infusion reaction (IR) : 58%ItH38%1(65.5%)
O SBERRMDISPIENFBERPIEIC DI S IEBESER | O

2) BERAEE 2mg/kg/BEE24). 2mg/kgl@Bi% 5854 Hl)
® 6fh6HRlICBITERNERD SN,
o EI/EFDMAER : SRR, B BT, B FEL. TER
@ Infusion reaction : 64164
OEELBTEESR: OH

< 585 BREICREEUV-ASER >
() 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%)

< 585 | aEREICEELVERREEER >
Paacyic: Ol
(2)BMN110 2.0mg/kg fRiB&R5EE « 161(1.7%)
(3)BMN110 2.0mg/kg BiE&%RS5Ef © 264(3.4%)

HBRDPISFETAIFRESNIEM T,



&3 MOR-004 FHERICH T BEEEICRHELBEER
ZEMEETNRES

BEAERE
SRR BMN110 BMN110 BMN110 BMN110

(n=59) 2.0mg/kg/ | 2.0mg/kg/ | 2.0mg/kg/ | 2.0mg/kg/
RBiRSE | HERSH | BEkS5EH | BERSE
(n=59) (n=58) (n=4) (n=2)

BRECEHELBEER 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

thEE 4(6.8%) 14(23.7%) 16(27.6%) 3(75%) 2(100%)
BE 0 1(1.7%) 2(3.4%) 0 0
BREICEEUCERLBEEER 0 1(1.7%) 2(3.4%) 0 0

< EEEERI > (MOR-004)
(P> tiEE. 2.0mg/kg FRBIR S8 BHER 58
0 8XE (54.2%.45.8%.41.4%)
0 hEEE (6.8%.23.7%. 27 .6%)
Z<HEE, NFPEETH o,

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

R4 BREICEHEVER B BEE SRR

BIER &R EEESEA
2.0mg/kg PFIASFI— ) w BIfERBERE
|
A / 8 RIS == =12k SRS
— ERICHTS
e EEERS o 24 BELA | EERARERS
/ bR "
chiff
e 20me/kg SEOIEH B 5 WBHL
/ BE




%5855 DITREEF (MOR-004)

ROFBEONTBBRECEEUCRBER DS 5BBRSH CHRIEXN SN OIEBRIE—RNICBERMITEE
(ERT) DR 5ICEEET DRINERER T oI,

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

ZEEETNRER

BMN110 BMN110
2.0mg/kg @B 58 2.0mg/kg BB S5EF
(n=59) (n=58)

FSERE
(n=59)

1 Sfff’g;zjf;ﬁ;;% 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%) 101.7%) 6(10.3%)
101.7%) 4(6.8%) 6(10.3%)
2(3.4%) 101.7%) 6(10.3%)

\VIMIZIM
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H RSHRRIREIRR | GRECREEUCTESER

BEAEEMICSWNT
© SEERER(CRIEUTCAEDHERE &b /o) DI F B FHIREEE 38. 79 THh ol
o KR (NUFERMAUCFRBHIFEE) I CRDELEOSNICEREICEBUICAEFFEL20.3% (0.56 ).

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

< FIREFH >

INSDOAEDHERE I OFIFBFRITEEF 1~ 1 2BE DR SHBICPPE < T DEMESHICIK TME

[ CdH ol (FR6) -

K6 BSICAELBESRORAIRE (10%L L) RURIRER

FEIRER | JEBIEL (%)
FRRIRAE :
HERE DI D

z 1 ~12

97(43.7%)
10.91

AEN 1@ E
WESNIBERE

RS HRR (BPERAEKRE)

13~24
(n=121)

43(35.5%)

VAK]

4,92

BMN1100D#5 83/ (&)

25~36 37~48
(n=98) (n=82) n—52)
29(29.6%) | 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)

® FEIDIRS PN (& HRERZEBN TR G TEHE TICHIRI I EN B D,

M (RREERTERHOSNIZIR

o E/GAEIK | BB, BD\ (B0t HE. BENUIERE CH ol

O EIRDIEE | FEAEDIRIF BMN FPEE CTH o,

OE | RFHINAZETDIRE. FEALRFBRESREDEE FIE RAYZVEINUBIBRENILEVEIDERS
TEHETE.

o HIFZDHHGIRS | £ COIREIREEF. TORDIKSZHMEL CRIT IRSICHUTRBE TH oI,

#7 infusion reaction (IR) DFIIK5 (AREEELHSH)

BMN110
2.0mg/kg/ A

BMN110

e 2.0mg/kg/ BB

o 54/59%) 56/59f 52/584l
IRDM L L528R 91.5% 94.9% 89.7%
" 0.7% 1.3%
A 27 4] Vs
IRLE L. 150l LL [FdalED HE 0 (9/1400) (17/1345)

o RENFERLZZET) : 5864Ih38651(65.5%)

B RICXT T DX (B8R : IROUR T8 & —AREIHELE)

0 HIRS M ERNZER ST B JIE R Y SV IZ BN (S FEEAERAI S D A CARIR SFRB30~60537
[CHIRS T2 &,

® FEIRE DI © TOEEEICLY.
ORS5REZ NI 1852 —Bdit
QEVFERGE MERY VA BAERAINIFBIBRERILEVEDIRS)
OBREZTT D,

H ESEDIRIMREIFUISS DM (BR | IROUR TSR —ARHIHESR)
EEMinfusion reactionHIRUIHBEICIF. AF DRSS ZES(ICPIEL BYRLEBEZITV. AFIR S DE
BHIC OV A EBREZEZEBURTE TS o

\VIMIZIM
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W BEE

® SEECRONER (MOR-004) :
TSEm, 2mg/kg/bRR, 2mg/kg/ B8
(M EMZ : 061, 491(6.8%), 4611(6.9%)
(2)B8UE - 161(1.7%), 461(6.8%), 3651(5.2%)
O EIEE | (FEAEBMNIIPERE CH ol
o MEFREDIRS(FEN oI,

H 2E15H

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

HEEILFIAR H1 SZ AR
FEhF= /I as9yyv FURZvVOYv TFUIY SZFIv
EROOJLFVYV LRteFuUIY
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
FEANCHEDORIL | BET—EMD | BEXRCERAED | BIE (F] EIRICK | £6hZEBN T, T
Kty P NE 22 | T2BEBEDKID ./ | BRUBZET D
FUBDPMZE | WIERICH T8 | TR EREDOR
STRLY; B IERY= AP IEICHUTHRH
BEAEIRL | E NSAIDS, | PHhICEInUZEW);
MR, BN | —EELTCHE
BiAR) [CIFERPD | FHTD;
[CRIHT . FEFAEICEKY AR
S24K B DT | ZETD
HIREZETD
x L EYFCFEDEB OEEICH T DEE RN
PFI45F— EMZOERICK | EGmEEDT; KA
S5STERDH DK | BRNBE=ZETD
ERONEEZE
92;
TUILF—ICLDE
&/ &M FhE;
MmERET

xRN SDERY S UPERYI S UEMBE DRI K5 SRS NDRENIERIVER#HE T DBRIGRERIT. BRI
B FIREEE, SHFEV IFEE T, F7/— B 2R ZZU FEICED LD HD

12




IRDY R TERF & —igHIHESR

IROEIBEFRDOEEEICEDVWTCERTINEN S BIFELLTF ABIDESREDRIRY [F—BT
W ROFIE RS VA BBEE FT2ED)LF IRXT O4 ROENRS D52,

BEDIRPFELELUIGEIE. VimizZimDESZES(CP LU BYIREEZFIE T D,
BEDRIGNROONICRICERSITIHE BAERIMBBICEZIV VI ZTVRHISIEERSITDHNEN
HDo

BRERELER I CH VTR IR 5Z BT 256 RO SEHEZIRDFELEUICEEDK 20D 1ITEHRUIZ.

o LI BRE, hEE, XIFEEDIROEIFEICEIT 5 —MHIHIETH S

® TNSOHR(SL, R EDH A RS A U RUFIBISES I 3L 50 BEICIHUTELET 2UENH S

O LUITDAARS AV FHRICTEY . BEDRENUVEUICROELCEEICRAULTIE. BEZIEL T DEM
DY 7ZBET DUENH D

BEROEEL
PR | e
BEORESLIE) SN T
o L o 2 SHED50% "
o HARUBIE o EREMAT AT DR
® =L\ ® FEAFINFME RIS VAIDRORS
o SRIBILHICEFRHIG | @ EHBOTRMICMAT. TRCORSBERSRMHEAR
o o TEIR 4 DR S BRI RS R AR e ER T BT
o SEIR R USEITIR o SHLEBSRY. (1R R SIS BB BRI OV CHIIER NG <58
o BISER. IEDL, THI. IR

*BREREEEDENSEIA

RS5EEZS0%BRUICEICEBITIET D15 EF RIIDERED25%THERY Do

309 BICESICHUBNROSNIGEF LIBIDRSRENRLUTEHRN BEDREFEIUTH 2D B
HROSNBVHEE ZDEEDERTO0 Bl T 2. BE(CIBN RO ONIHEIF. LIFIDKRSRE
R

60D EICEEICHUENBOSNBRVIZEF BIIERZRS I NENESH BEEEMEAERT D,
DRIDESEENRUCEICBURBDRNIEE(E R S5REZS50%BEL. 50%DREDF FESZH T
EESH

\VIMIZIM
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hEEIROEEE

] | Hesg
hEEDIR 0 IB5EHILT B
W ICRET HIBEDHY . FLBED | @ Efi~EET,
RIEhSE(LT 228053, o SHBMEYAIDIEE
STROERICIZ T UAFEST o 29 =VRIDESEN SRS
o 15 o EMETHNL. BTHAEDR—S RS
o ZSERUERLBRBERE o EHIHDTLEMICER T, ST DR AERS AR
o FEIRIIEIE o EHT 3 BEENIERT BB E. 27 0 RO
° EEDER o EEIDISTRICRE L DA B E N

o R HA B OFRE Y (FERIHR CRER G b6

EEIRDEEE

PRS \ HeE
BEEQ7HI45FV—Rik o 5mhk
BRROERICIIZ T U FESS ® BB ~NEE
o IFIRBEE BN KB FEHE | @ VAINFESICLIEAERBBERODECHNUEATIT
o [TIF AL e
© REEfR o TR TUY (FPRLFUY) O
o RIMESEBEREMST T IS5+ | ORI URIDEE
Y=/ PFIASHF I~ avT ® 27O RO

O ETHRDN—S ARG

® EEMDHR RV DB R Z KT

® RITAARE DRI

o AP 82 IERTEE%. 8BFREIL LFERL. TERTUY =%
SUHEEF DL ED24KBERT D




PFI745F—RUi

AHSTcAVBERBITHY EER T T T4 5+ —RIDHFEIZ T 2T REMN 5 D,
AEDESICRVERZEBN T 7T T4 SF I —RIDHEBICHEIZL TS,

<TEIR LSRR, FREDOXIT>

® fEiR :
EMZEEDOE T KA. INIERIER. SR8, 77/ — B RIE. T2, [FIRE S, BEEAREL, H
{EEMEROREIRNE SR ORSICENS T AFIRSHREDICHRESN TS,

® ERIEREERE
BEPRUBRSRBIEEZTDTITITE SOOI ZNODERDIEIRUCHBE(C. B2UBBED CTE 2% HZ
UCHLTEBEICT F T4 5F I —DIEPERICOVT TR FRAL. EENERZZRAUICET(TRP A
([TBENZIFONBRIICLTHLIE,

® FEIRE DI :
INSDERNMFEIRUICESICIE AFIDRSZESICHIELBYBRLEZIT O & ARIRSEICEED T
UVILF—RINDOBIEEDHHESE(CIE BIRSEICTERT DT,

2R BEIROEEA. 7T I45F Y —DinEFIR

\VIMIZIM
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7T I45FV—Di8EFIE

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

ArxiE, B IR C: BT

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

D : =68, E: BRIK

H1 REAEEINEAIRS U8

FFORAEIR
o [0S, B

@

1. ZRUFUVHAEE0.3~0.5mL (IV20.01mg/kg. BA0.3mg)

2. BERIRS5 (R XJ6-8/9))

3. 2704 REl =0
Hydrocortisone 100~200mg (\'2 : 5mg/kg) X
Methylprednisolone 40mg (/\'2 1 1mg/kg) =6~ 8B E Rk

4. N ZEHRBNERE

5. RTSAY'— (B2RIHE)

6. [FRAZE. [ENEE X FEYIFH

{BIRESAEIR
O EIF Nt
o MK T FHES

@ISR T,

1. 2RER (RYID5 7 EIE EBRIEKE5~10mL/kg TrUBERE) #.
U5 )ViRICZESE, HEEAIMEIOMmMHEZ R DL DICT S

2. 5~307 @R T LU FUVERFEE0.3~0.5mgM (F0. 1Tmg/mL7%Z
SHLUENS THEIRICES

3. RN=VEK (2~20ug/kg/4)

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

16
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ABCDEZ” Z’O0—F (Primary survey)

ABCDE” O—F &F AMBBEDEBRZNEIEND STRN DIEEICEEDEMBHZILIET 212D E
7 O—F THY BRORBNTOE>TFHHIND.,

ZRZRVIATEN KL VS DFHIA &Y CTH Y. FiL TIHIREER. BIRE R PRSRRARDIE
TITHhNS,

ZNUTHESTTIFE A S B TPrimary surveyEFEIEN REBLA TEDDLEERET D,

FIEEUTIFBERMIFDO[ONIEITH? BZFNF?IBEDOHUONFEZDRENSE—HR (B2EDRME
%) ZIEEL. LW TABCDE7? O —F (B D,

EH5IC Primary surveylCk>TNA I IV A YV DRENMEONIc I EZRHFICHREBDHER EEZRICED
IBRZUNEL. 2B DEZRZRMIICITOSecondary survey\EE2BEZED 2,

Primary surveylC#17%ABCDEDFHEIAE

A(Airway : suiEsHi) D OPERNEY). IMREORE. DREEES. SR MeEBHEDHE

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

C(Circulation ; fBIR5HE)  BEH. SR KEF 7/ —E HIMOBERE. DIEH. ME. EMME BT~
(Capillary-refilling time). TO—I(C K2 H9R%-BEFEAHIMDIRER (Focused

assessment with sonography for trauma; FAST)

D (Dysfunction of CNS, Disability ; SR ZFEED5H)
BRI, LR LR =R A

E(Exposure & Environmental control; lRIXERREIE) .

S HIRREEES GERA BB ) Dz DK ARASER DT DI REAIE
EfRE
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REEE

LEBERERO2mg/kgmhB24 BRI S(CENT. RBNICHIORIL T 7—E7 )L T 72HE(IE 58414
571(98.3%) . EFHIFAS8BIH5761(98.3 %) . Z U TIGEFUAIES8BIH5A (8.6%) [CELEN RSN,

BERZ20%D TS ERBHERE D TNETNORFBREBORE CHIORILIT7—E7 )L I7HREDHZIET
Hofc. TTEMNBHERE COMAMISEAREDOERELANIVISEN ofz. BUKIRERN 2me/kgfmBE%
58 OR—RS5A 2V TR5MNI,.

TS EARB TCOBRINS WV IABIEREIEBERHYNRA VNEEICLD DD THY ., ZNUXBERMETED
HZEFS I EHICRESN ARIRSBEH TOBRMENA MM REE TS >THRESNDIEERFETD2HDT
oo,

ZLOWBREICHV T HBAVEERAFRE(ICHEVCIRAET CORSHECIE 8L IMZERUICERE
WRBEEDEHEFESN T KICBBUERIDNDHEREEDRENGD ol

SVWIRELER BSNT—Y (R5HEE) Zikd  REEANTTRENREL T H1c I BREDEMNIFIE
BREDREEZHET Do

FHIDFTEE ERANEREE CO2FFEZOFHERETE CHY . BRERICOVTHIFEFFFEHEC. 2FH
SNBFNEREZR(TDLOHREL VD FleLZE2 Mt BREDHRNDOBARNICHZEHMENZHEICE
HREZRET D FECTH Do



\VIMIZIM

SR N U BRI SAEIA DR LF D ERE THEEEE (SCC)

B FEBEEE (SCO) (FLADBHEEIVARIDBHDEEREGHIECHY . BHRBDEED—DOELTHET
BT ENGD B, ADLHBAEIVARLRE Z N R EUICERRFIR CIE, SCCIIAFIR SFHBRE (16, TSR E5HE
BREC1BIHFSNED . WTNBBRELSEHERUEFHBS Nz, EEREBEEIF. TS ERRSHBRETO
THTH)EFEZITICERR<ERERERICOHEL TV 2. HEABEERE CTIESCCEREINT LR,

B/ FAME DEIRVAEIR (FEbE. E8 L AN)VLL T ORI, FRRER.BREAF) ZE85R 0. BY)RERRRY
MEZ1T5C &,

BEDERZAIHEEICEHTHER

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
BIDBEINTLVSN LML PADBTERHE TS S,

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

(1) SBE=ABEFRHEERPREER

5~57m D LAIZHEREIVA

nre,

2EENMMERIZVEIDRIHRSZ2 (T NEICLU CHRAERRCRIBEE RV EVRIFDRIRSZ%
[Tz AE24B% D657 B4
BIIHERH SN,

FHEIEE

RULEN 766 [ S MBS 98I AFI2mg/kg/BIR 585841 (BAA 1 241) .

ARBOSITIERIC OV T, AFI2me/kg/ BB S TR FSERICHUEER

63 RS TEAERD
S{TEERE (M)

353 PP E R ERERBR D
SEEN (B/min)

Repor 59 ik
=& (ug/mg)

BABIRE
(L/min)

TSt AFI2mg/kg/BE
((510)) (n=58)
R—ZS5AY 211.9 + 69.9 203.9 + 76.3
1850 4380 225.4 + 832 2433 + 835
{8 135 + 506 36.5 + 585
A - [4.5,24%.9]
NR—254Y 30.0 £ 14.1 29.6  16.4 (N=58)
18504580 336+ 184 349 + 18.4 (n=57)
(8 36+85 4.8+ 8.1 (n=57)
il N [—2.11-,14.4]
R—254Y 25.7 + 15.09 (n=58) 269+ 14.11 (n=58)
185245805 24.3 + 13.45 (N=56) 14.2 + 8.38 (n=54)
{8 -4.4 + 27.03 (N=55) ~45.1 + 19.9 (n=54)
i - [—49.3,0;22.4]
N—2S5AY 34.8 + 27.3 (n=51) 283+ 16.6 (N=52)
185245805 34.1 + 28.7 (n=54) 29.0 £ 14.4 (n=54)
(L8 2.4+ 20.7 (=50) 10.8 + 25.6 (n=49)
A - -1 .:3?;2.4]

FENEHRERE. HEEF TOE95%EREE]

* HOBANICREDTHE




\VIMIZIM

AEI2mg/kg/BIZSEHICH VT E24BFTIC
O FITORIT7—T ZIL TN 584505741 (98.3%) (C5RH S,
® AIFIAD58BIH57H4 (98.3%) [CERHS NI,
© REDIgEFAIFS8HIF541(8.6%) (CERDS NI,

) RHBRSHR
(1) DRBESE T USIEZRDESNZ 1 7360 BE CsmBmN TNz,
(1) DHB TABIBCE TSRS, (1) DRBROFE AEE#ET 2T EESN. PSRBT
0 (13 SRR E R AFI2mg/kg /BRI AHI2mg/kg/ IR S £ SNz,

AAI2mg/Kg/BIRSEFCHIF D6 DB HITHEBRD S TIERED N -S54 U N55E7 2BF TOE(LEF30.1
[O5%E3BXE12.6, 47.6]MTH Y. B HERI Sz,

AEI2mg/kg/MBEHCHWNWT FE24BNS5E7 2BDE 1 Bl CAREDIgEFFD RO SN,

21



FEEHIHIEE

B 657 T ER

MOR-004DFEFHHIBEDAEFHEDEFEBN Zimic T ©D THh o1z, BMNT10D2.0mg/kgBiBik S
DAZE-BETIFHE24BDOMWTICKDEITOIRERRREC S MBI E B U TRETZNICER R IENRDHS
Nz (P=0.0174),

ARSI CIEE1 2BOOMWTICR ST R DB TIIBEN23.7mMTH ol R—=R5A U5
FE24BFTDFHZALIF36.5MERR  TSRDUENFROONI. BE1ERSECIE T T 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

Rercent 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 < LICHDIHFEENT TU—(CSFNDEREDHRHZERL TV 2. E24EICHRERINI
TR D E24BOMWT AEB—N—A51 VEFEOOMWTREEBELT. ELEZEH 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/kgRiBiE 58 Cla FS
TREFEHRUTE24BDIMSCTICHENICERBEFROSNEN ofc. F24 BT SR E B U
EBERF2.0meg/kgBBIR S8 T1.18/min(Clgs.-2.1~4.4:P=0.4935) . 2.0mg/kgl@BR 58t C
-0.5E8/min(Clgs.-3.7~2.8 ; P=0.7783) C& >z,

B RIS VTR

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

JUDY=/TUAY (TSI VEREE(KS) . DVROA F-6-1ilE (C6S)) [F. GALNS DJFEHMME T I 2T &I
KUEBRBL. BRI S HBES S5V EHREAEDESN D,

ESYAR TUIYZ/TUAVDEILERT LT ZOEREFITED.

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

BIEFHIRZ L ISHEEIVARL SRS

ESYL RilEsEMR 5mg

Vimizim® Intravenous Infusion 5mg
TORWT7—E ZILT7 BIEFHEIER) mUEEs T AR

EVBRERD. BE LWAEEERY F) ITE-EHEOLAZECKIIEHRITZIL

e A
=8

1

1.1 Infusion reaction®>bEELRT F7147% > —RIDHFEIRT
BHEEMD HEIDT. BRI RN TEH%EfHFEE L E
THRE5EFEBL.BSHRUBRERTRIEITAEBRELITHIC
&, - EEKinfusion reactionFHIELABEICIE. FFD
BE5EESICHIEL. BYERBEITICE, [8.1.11.1.1 BEE]

1.2 BMBMIFERBREOHIEEICRSLGE OB
ERBICEVEROAMEENSBCAEMIHID T, &
EZOREETHMIBEL.DEISLTEYEREEZITHICE,
[9.1.1 BEE]

2. ER(RDBEICIBELENIE)
FEIDEMNILTT F747F%5—2av I DBRERDHBEE
[8.1.8.2 BH]

3R MR
3.1 #RK
W % % VIV LR mg
K 5 1347V (5mL) h o & ik
HAG | ZOALTr—E T 77 GiE ) 5 mg
FEMEF 1) 2K 1) 13.6mg
VU IRFEF N Ak 345mg
oA | Loy = o 3L.6mg
VIVER—=V 100mg
FVINR—120 0.5mg

) F XA == ALY =M A S BE SN D,
3.2 WA OMHIR
56 44 | EIVLRIEIEERSmg
R | BB G OB IUIb AR OMR
pH 50~538
% | 270~330mOsM
4. FHEERIZHR
LOSYEEIVARY
6. iERVAE
HEHL IOV T —¥ TV T 7 GRAZ MR Z) LT 1k E 1 kgd 72D 2mgk # 118, 1H
HHET %0
7. BERUVARICEETZEE
7.1 HIRAEB A ORI 5§ A28, T RE S Z 5 S 1B E OIRE LT

RBLRDDIRA LT AR 72 TR 2mg/ kg #4154 DL (25k g A - 361k
I PA b 25k g DL b - 435I L) 200 CiiHE§ 5280 [8.1.8.2,14.2.1,14.2.3 Z:iH]

AR 25kg A 25kgbl k-
JEHAR AL 100mL 250mL
5 G- Bl ~15%) 3mL/Ff 6mL/Kf
15~305 6 mL/I 12mL /I
30~4555 12mL/# 24mL/ W
45~60%7 18mL/H¥ 36mL/k}
60~75%) 24mL/ 48mL /I
75~904) 30mL/ 60mL/
9045 LAKE 36mL/ R 72mL/ R

7.2 KH|OH 52 XYinfusion reaction (SR FCn, MR, S84, FESE, A5 A3 B3 52
LD %o SNHLDIERZ IR S B 720, Pk A% 32 #% Hph USRS # D P I C
AN G- BIE30~605 BTN HiBe 535286 [11.1.1,17.1.1,17.1.2 ]

BEEAEKXKEE

8.1 AFNI7ZAFVEAITHY, WIERT F745% 3 — RSB D eVED D 5720, B
B+ AT O REDPRBO SN Y AR O 521l HIH IR L @Y 2L i 2T
HTEET2 ZDIIBAEIRDFEBUM 2. F B 2 N B A A L THBLIE, [1.1,2. 7.1,
9.12.11.1.1 ]

8.2 Infusion reaction?s, AH OG- 33 548 TRAFTIIHBLT L0350 Bk
TRBRCRRO B I BRI T | O, MR 76 2 B9 S OV Tdb -7z, Infusion
reaction 2V BLL 723 &1, Z O EE FEZ XD 2 5 HEE TP 270 # 52— HekL,

* 202257 ARAET (552kR)
2021 &1 AWET (B1hR. BEERER)

| BAEEmRLYEES | 873959 |
A ERES 22600AMX01393000
TSR T, 2~8CIRTE ——
SANEARS ARFERAIE 2015548
368

) 2 A TG (PUC AL I 7). S8 BRGSOV E S A D ) R0 58 UL
YL E e FE Dinfusion reaction2SFEBIL 725 H12I3 AFI O G2 HITHIEL,
B AL AT AR FN B G- O BB OWTIE A S e A S L e 352k (2.
71,1111 ]

8.3 Frill/ B I AT HHEIV ARLE R RD SN L WIED A HHIETdh A720, Frifi/ 31
B 3E OB RHEIR (F5 BRI B L~V LT O VU IR, JR 255 2 2555 ) 222 L
Y LALE AT,

8.4 ARHIDFLGIZ X PURE LA TFMENL720, a2V 7 7—8 TV 77 GlsT
HEZ) VK3 PR AR AT SEATHRFE LG [17.1.1,17.1.2 BR]

IRENEREFIIREICEHTIER

9.1 ABHE-BEEREEDHIBE

9.1.1 MM IITFRBEEDNHDEE
S BB Lo THEIR O B PE R HE SR Z B 0 e E A D 5o F2 - i L O G- 3B E 0
IRERBEL LEISE GHY LR ZITI L F 2 B G AR ESE L2 E T 528,
[12.11.1.1 8]

9.1.2 FEIDR AN 2BBIEDREEENHDHE
[8.1 ]

9.1.3 BIEMRERTHEDBE
AADOTMAY W=V AR TR ST L 72 B2 IE A S A ipE
AL EARRENFRINDBENI DS,

9.2 BikpERERE

9.2.1 BRECEELRENHZEE
LB BRI RELTA I RO A AR R L 22 B R AR B L Tz,

9.3 FFiEERERE

9.3.1 FHREEICEELBEDNHDEH
MG BHEN RELZA MR OR VR R LR ARBRIEEIEL T,

9.5 111
Tl USHFIRL T BT REYED 3 % LRI, i LA 2 EAsfE Btk LIl 22 s
NBBEORIL-THIL,

9.6 #®3LIR
G EOH R OB R B AL L AL O UHIEE R 3528 1)
W EBRTIIPANOBATOH A STV AH5, EMERLII~OBITIIA Th 5,

9.7 NEE
S AT /N A Ge b L7242 Aotk OO APk A Mt L7 B BRI ABRIE LT,

9.8 EiipE
FIEORBUE ST A28 AT ML FLTWAI LSS,

11.BfEA
KOENWER DS SHONBIEN DD T S T /HATV, BRSO SN &3k
Ll § 208l R LEE T Z L,

11.1 EXLEIER

11.1.1 E&EZinfusion reaction (AFIIE 5 R IH 5K T RALTICHKBRTIRIS) (54%)
HHZzinfusion reactionELC,7F747F > — 2RI T I H LD T 5o K Ok 515
G M TE. [1.1.7.2,8.1.8.2.9.1.1 ]

11.2 ZOfOEMER

10%LL 1 10% i
SRS BEUE
— i SRR BB G-EORRE | SEH R DT
e R B DHE
sk L1 TN N £ N et N
IR S
I 25 25 L O R g o I PR B

14.BRALOEE
14.1 EFIAEREFOEE
14.1.1 MOEH L ORATH T HZ L,
14.1.2 A7 MG TR OMEE T 528,
14.1.3 RANIPRAEAIE ML TR T A RBEIZIE B 228 ARRE BT
ELH 13 2~8 C TR 24 FIRAF CED DN, T DM 2ARE I AICHE 544 T 3528,
14.1.4 AT VOFRBITEZ O TS THREET H2L,
14.2 FEARNFECETIER
14.2.1 FREFEVEHE DR EIZIED T B G B B A T VBN DT80 U
2)RUIET Bo
- BB DINOE G (mg) = BHOKRE (kg) x2mg/kg (R 720 DF% -4k
« Al OLER (mL) =B F BN OG-8t (mg) /Img/mL (RF DHELE)
- LB ATV =AF OV F R (mL) /SmL (13 7V O% )
[7.1 2]
14.2.2 AT IVEGTHE 2SI L, B3R 2F TRIE T 5.
14.2.3 FRtIChEV BH ORI DSR2 Pe5E Ly AN Y 3 228 i o> H e 2 B FT i
N EAENGS o
- BEORTEA25kg R OH 1213 AR RZ100mLE T 5,




- BB OREN25kgl EO% A
[7.1201]

14.2.4 KANI7AFVE BRI O 70§ 9758 CEEHOMMER) 280 5L hD b F7e,
AN A S OB W SUID T IHE L7 CTH %0 M BATCHBUSTE A TV
AL A MR R DROSNL R A LR e,

14.2.5 “14.2.1"CH L7 AH] OV Bkt & 85 b 2 R AR BRI N 7 D DI E N> THEE S 5o

14.2.6 “14.2.1" TR DL TR A S T VS0 IREIY, “14.2.5" OHJRE
B N 7R F E @S EFEAL LAV L,

14.2.7 3R ICIE S, A %3 — I TRAISE 5. REITRT 528,

14.3 EHIRERFOEE

14.3.1 72 AR EEWAE WK T HA 20.2umA v 54 27408 —A Sty b v TR
LT AL,

14.3.2 MO IEAN L [FUEFHETA > TORBEE ALRETHIE,

16. BN AE

16.1 MigE
5~A1FRD LI L BRIV ARLBF 2360 (HAN : 260) (A 2mg/ kg /3% K45 220 T
FEL L EOB G BN KO HE2201C BV 23T RE ST A= 2L T ROLBY TH-7."

I3 FE R E13250mLE T %,

EWMBYE T A—S B 5-FnH 452258
. 238+100 577+416
AUC,, (min-ug/mL) (n=22) (n=22)
- 1.49+0.534 4.04+3.24
Conex (g/mL) (n=22) (n=22)
T. (min) 172+753 202+90.8
mas (n=22) (n=22)
. 10.0+3.73 7.08+13.0
CL(mL/min/kg) (n=15) (n=20)
H R 396+316 650+1842
Vdss(mL/kg) (n=14) (n=20)
t,,, (min) 752+548 359+215
12 (n=15) (n=20)
P ff A {2
16.3 21

TR 72 T H ANV T 7—E TV T7 (10mg/kg) & BASHIR N G- L 722 &, KR
B ORI RO RGWE A IR B M M O v S =M A B W THOED R S
72 IHF TR EORIZT A VY — AKX I3 Sz,

17 BRARRX IR

171 HERVORLMICET2HE

17.1.1 BEHERHFERFREER
S5~5TIRDLILHEREIV AR B E1766] [ 75 RBESIBI, AHI2mg/kg/ M1 5-HE58) (H
AN 200)  AFH2mg/ kg/ B T G- BESH (HAN - 46)) 12k ST TR
L= WERHBGRRA E SNz RBEDTCAY IV H O G% 2T &
iR B EL 79 <0 ) BcE“I‘)I«%/ﬁll""*0)HIJ&Er%gh‘to4\1%']2435@‘&0)65;‘?‘1%1T.o£%§®%
ATHEBECDWT A K 2me/ kg/ 4% 5-ClE 7 T2 R UA BB a8 5N 72,

R AH)
R 77 2me/kg/ 1t
(n=59) (n=
n=58)
NeATA Y 2119 * 699 2039 * 763
. o4l 2254 + 832 2433 = 835
.
6;;;:?;5;&3@ BALH 135 + 506 365 * 585
i) _ 225
A (40, 409]
N2 300 = 141 296 = 164 (n=59)
R D L 336 + 184 319 = 184 (n=57)
355 [l s B - B il o oy, - _
faiskydiise EfLik 36 = 85 48 = 81 (n=57)
e _ 11
il [-21, 44]
N—=2A54» | 257 1509 (n=58) | 269 + 14.11 (n=58)
. |2 | 2435 1505 (=5 | 142 838 (n-50)
Rl 5 i e T . -
R Foflk 44+ 2703 (n=55) | 451 = 199 (n=54)
. B -407
HEIH A [-490, -32.4]
N—274> | 318 =273 (n=5) | 283 = 166 (n=52)
o Pro4#l | 341+ 287 (n=b4) | 200 + 144 (n=54)
"jﬁf};‘% A 24 %207 (n=50) | 108 =256 (n=49)
) B 103
BRI (18, 224]

P R 2 TS U A 39 i [95% 15 X )

) BT AL D& e
AHI2mg/ kg/ I G R BN T, H24H F TIIE8BI57H (98.3%) IZHL =1 AN T 7 —¥
TN TP HARDSRD S, HRIFUADS8BIHST B (98.3%) 1ZFBDHN Iz Tz, AHEDIgEHT
PIZ58BIFSBI (8.6%) 272D A H 2mg/kg/ FRETIL58 B 42BN EIE 257880
SN 7z.2mg/kg/MEETRO SN 7= E4EINEHIL, FEE 196 (32.8%) . Wi 18%1 (31. 0%)
BE 1561 (25.9%) K OV 1441 (24.1%) Tdh 720 Infusion reactioniZ38%1 (65.5%) 1278
Doz,

Tl 6616 BN EIE 2332
DOHNTz BIVE OMNFIE, BRI O MR 98 57 58 24 % OB Td - 72, Infusion
reactionl36BIZ RSNz, RV [7.2.84.17.1.2 B ]

17.1.2 REIE 5 R
“17.1.1" ORERE 5 T LB B OR5N 72173810 B a8 Mk B A T bz, “17.1.17
OFREBFCAKIBAZEAT SN BERF I, “17.1.17 OB - e fkfi 3 a2k e %
TR RERCEIDA O S 7B AR A 2me/ kg /38 UEARF 2mg/kg/ bl e - £ &
N7 A H)2mg/ kg/BP G- HET BT 2655 BIATRER O BRATHIBEDO R =251 LB EET72
HFETOZEALRNZ30.1[95%F X [H]12.6, 47.6]mTH, ARPEAHEFFS 72,
AH2mg/kg/ B BT, #5248 5 55720 D B 72 1N AR IEDTGENL IR A D
Sz,

AH2mg/kg/HRETIE56HHSIBNZEIEH 2RO LNz 2mg/ kg/ B TRDHON
72 E TR FE 22T (48.2%)  WE =245 (42.0%) - B 21 151 (37.5%) 2 UNHEL 2051
(35.7%) Td -7z Infusion reactiontZ56%1 (100.0%) (ZiEHSN 72,

HA N E#661 (2mg/kg/FRE2H1, ng/kgﬁﬁuﬁh‘iﬁwu T, 6656 B EIE AR
DONTz BIVE O WL, FEE, SR 257 O RS L I, 1%
7+7ﬁ%~‘/—u;m&zf7wv¥—Jxm'cx)of:alnfusion reactionl36BNZFRDdSIA, Y
[7.2.84.17.1.1 Z]

18. FEh IR

18.1 fEFA#FF
LALPHEIVARIEIFA VY — AR THAN-T L F VA FI M IV 6-2N T 75—
(GALNS) O {5 A UL 2% Yt Ak SV EH B T % GALNSIE VDML T 9752
LIZED a3 7Ny (I8 AR RO 3R aA F 66 HR 5 ) ASERE L HAE TR
AN WA G B SRR BE AN 427 S5 B0 AANZGALNSIZ G~ >/ — ZHUpE S )2 00
VEEALES~ ) — ATURE A NN SR 2R 5 LS THY AT F VIR~ v ) — 2-6-)
URZBARENLTIAV Y — AN A EN, T4V —2NIERL 727 aH 3 707
CORALETCHEL  ERE RS

19. BB ICEE T 3IEEEmME

— g 89 & B 0 TuRL 77— 7Ty GEE THLERR)
Elosulfase Alfa(Genetical Recombination)

%4 F 8 :#y113000~114,000

b%4 (KE) : Tu2V77—¥ TV 77E B EFHIRZ EIN-7 2 F VA5 7 M3 -6- A0V
T7I—=ETHY, F XA == ANLAF =I5 L SN, ORIV
T7=Y TNI7IE A6 DT I MR D% BT L=y M2 OHE RS
NoHEY I THAD,

20. BV EDEE
B RE AR Al T AT,

21 FR&M

21.1 G A7 E G2 YOE O G A28,

21.2 FENTOEBIEBIAHD TRONTWAHIEA 5, Bk I5E 4. A Wb o 2855
S % st G AR A A FE M9 A S &S KD ARHIE T B O SR R IEIR 2l
BT ARAN DRV A VECE § 27— % RN L AH] o @ E AN 0 %2
HEEAHLLZE,

22. 3%
A7V

23 EE XMk

D AENERE 553 MRERARRERMOR-004 (20144212 H26H&R. CTD 2.7.21.1)

2) AR <7 AZB 250 Bk 0110-08-041 (201441226 H KGR, CTD 2.64.4.1)
3)C. J. Hendriksz. et al:: ] Inherit Metab Dis 37: 979-990, 2014

4)C. J. Hendriksz. et al: Molecular Genetics and Metabolism 119, 131-143, 2016
5)Wood, TC, et. al: ] Inherit Metab Dis. 369, 2013
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