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B, HREMEETRHVDOLNIEBN\A(AY—H—DECETHRL®ERE L B H 2013F12A
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D NfL {EIZHELTE PSP REREEHFICHABZ D TEIDEN TR SN, &5 E S (5 EFEH
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FATFVU A RTFAROFUEEC MO BRERR VBB RE/N 14T — =
H—I2E3BRERLIz, SROBRERFEZ . PSRRI U#E PSP ITHIA.
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A% T. OBP-601 [& C9-ALS/FTD 121+ THL, PSP DT —2HLMA =427 F) 52 EREHRE 492
DRATH, BELNL ETHEMNHEHENFERSIN ., LINE-1 B EDRIBLEE ST EM R 20961 T
NHEHBREMKRBIZHENHDEVSZENRENTz, CHIETILYNAT— RK: ’
WHREADBEDAREMETELTNS, NSUARRY VI, REDEEH T B OB I 100 #
EEERENSHIET L. PSP 4° C9-ALS () Phased Wi DR LR ES B 4 &8 12032 HHM
HEELEFARET R THATHET HAREMEIEE<EN, KFHESHAD i ’
YISAEURABHBNE MRA DX REE>TF R ELTRHREEHELTLC St PR Y 0/
Ab'li?ﬁ‘mh\&?ﬁgéihé %B’xk 3 A 0)71'./ZIU7\/ \41’77—7@%%& % 48 L #A F| 25

bfﬂﬂab\l:énf:o*—%ﬁﬁw CO-ALS O Phase2a FLTIOEMISHIRENS o "
Phased S AIAY, M&A Za—KL—h7oav0®MLIcGR- s ELE ¢ & PER - NAf
W BETA—ILORELEL T, HBHRBEE T, BEITSA 2O REEIH R £ # BPS 8375H
SLFESEICT S DRYRSLEENF TELAREELDH D, .

£ # PBR 6.85 f&

(GE)EPS. PER. BPS. PBR (&

B ERRAEBRETERRBAN—Z,

2020/12 BEARE 314 -75.9 -1,674 NA -1,723 NA 2,095 NA -145.5 3,700 1,131
2021/12 BEARSE 642 104.5 -1,454 NA -1,500 NA -1,915 NA 955 1,880 514
2022/12 @HAELE 976 51.9 -1,204 NA -1,163 NA -1,148 NA -66.3 685 474
2023/12 @HAELE 63 -93.5 -1,929 NA -1,913 NA -1,938 NA -108.9 836 508
2023/1-3 A#AERE 35 -81.9 -325 NA -323 NA -323 NA -18.6 836 518
2024/1-3 B HAEE 0 -100.0 -378 NA -363 NA -364 NA -18.2 789 519
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1.0BP-601:C90rf72 ZEE ALS/FTD 38 D Phase2a AL RRMEHIEER

C9-ALS/FTD #xt&RELTz . ALAVARNAAT7—INISURRY U AEHLTULVS LINE-1 FAEH]
OBP-601 (D Phase2a &x#& | OBP-601 (47> TPN-101) [CBIL T. C9-ALS(C90orf72 ZEE I FHEHE
o N PEEIREILAE) R T CO-FTD(E RIEEAIZER! FRANAE)E Xt R ELT- Phase2a M
CO-ALS I[CEAT 2R IRMBATHERMN. 2024 £ 7 A 25 BARSINT=, (4. 248
FTODREETHERIL. 2024 F£ 2 A ARK)

HERTHAU(E, %5410 48 BRI T. 5T 24 5EE(X 400mg/H D OBP-601
BEBLTSRBELLRTS 2 EERART. &% 24 BFETIRTOESE
(2 400mg/H® OBP-601 %59 54 —TUSNILHBREL>THEY . EHIHK
(&, B8 20 HITEE 40 BITH S,

BRORAUME LTDEY,

@ BLnkeH

EWREHEEREETE BRICARFAD PSP GEITH#% L) Xt R ELT- Phase2a R4k,
B SWREHE - BRI ERINT,

@ BRERZNRZETRM

RTELEETLHMEE (1) fhiER GET R CAEE T ST RIS RE D BFERMIER) QD E (GEHI
DIETEHFIL., Ff= ALS BODIENH BAERE, BHTEYETEE R _FFYETE
HEESTMRAOAT7DETH H) (&, 24 BB S T, OBP-601 HEEHTIE-84%THY. TS5 HRED-
MEIT53RHAHY . EaER 16.5% LB L TH 50%E<TioT=, Ff=. T RETLEF D 24 @RS
RENRE R OBP-601 DIFREICHIVEZ LA, RF (24 8) ICHITHFEDET

[T, -72%LRTHFDFHUT ELY HEL#HHS OBP-601 #&R5LT
W-BEREBEDERKRDEEFRL=, Tf=. Ihbld, U OBKRER,

LEHINIBEARBD FEELYBIEL AT,

(B&E)MEEICELT
fEEDRVE 50%ET ALS (&, EHEFHR 2~3 EOHETEN OHGHLEBELEHEETH
DEERMEIEIKEL Y, —EMIZIEZERAENRETERICES, fEEIE.ALS BEHIZBITS

MEIRERED B EBRAIEIECT. R RLEBE TS, T—F1DA/1FZIUD
BEE(2024 &£ 1 A)ICAWLGNT-ERRT—4% (NCT0354811; JAMA Neurology
June 2022 BB) Tl&. 16 BEDEER A (X, TT7EHRT-9.4%, AT/\F2
5B T-7.4%plE 0.3NTREAEL, § 206DIETTH D, Bl HLERIE
TEHEWVLEHO D 0BP-601 DY 50%DEAFRIETIE. mLERRMIELEREL
TWAEEZLND, CDIEH. 2022 F£ 9 AIZ FDA KYUBERRZBINI=T
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)y X3t ML) ) A (Relyvrio) DT —% (CENTAUR study;Phase2) Tl&. L
JIVAREHOMEENETIE-3.10%/AIwL. TS5 EHRDETE-
4.03%/ATHY. # 23%DIE T THD, Fr=. 2023 F 5 AITHERAZESNT=
NAFT DRIV (Tofersen; SOD1ERBALSHA RN R D RELE
) DGR A ER (VALOR study) TlX. 85 BB TT 5 REOMMEEE TA-
14.46%THoT=DITK L. FTTIL U E 5 (100mg) TIE-7.08% 4] 50%(E
TLTWS, BRYRLICAESHN, BELBRTELEHOTIEGWIIE L MEE
ZH) 50%E TS5 OBP-601 [, AEBEINI-FREREICHHIEL L LRV ATEE
MBI ENTIEEINT=,

ALS BEDHREHERE (2)ALS HEBESTAI R4 —IL(ALSFRS-R)Z# 5 &, REIARIC K DEEER%
TH. REBREICKBERK BTSN, B0 24 B TIX OBP-601 I 5HNDAaTIETFIE-7.2
SHRERE RAURT, TS5RED-6.7 RAVLERBEDAITIET THoI=A.
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24 BEETIEHFEYED BTEOFASUTICEEE ST, (LI=A>T, OBP-601 xR E5EHDAEIF
HiEMorzhY, 48 BIF R T DAIATETH-72 RAUFT BRFOXATETHEFEDETDOF 5
A7 DETERETSER (=36 RAVPM) ERET DL, 48 BE TORIATETIE-108 RAUEHE
D5 ftEnd, ) Ef-, 48 BEER T, 0BP-601 58 L. TS5EMREERER

OBP-601 #Z5)DAAFEBTRELLEK T SE. BIETREOESLUTT
%, FLT. 2D 48 B TD OBP-601 I EHNDAITERTRIL,
POBERBRMNEHEINBRAZBOFHESY. $ 40%NFIsNh T
L\éo

(B%) ALSFRS-R RO7ZER DL E

ALSFRS-R 27 [ZDUVTIE, ALS JAREZFFEL TE-E<{OHELEN
ZOMHAENERELZTT CENTETHRICKBMLTEEBELHD. E
BT 7O RBOL)TIA D TEFHEIEE THSH ALSFRS-R (2D
WCTHEZEZRT CENTETRRA DAY HEEIT= (PHOENIX study: -
14.98 vs -15.32, p=0.667) , NA ATz DT ILEUIZDONTH, T
ARBEINFHD D, VALOR study TIETSERELTzLEVEREEHD
ALSFRS-R RI7[CHEEF@EHohighof=,

OBP-601 MDRAIATZICDWVTERET DL, AANTFIVDERKT—3%25E
[CLz5E. 16 BRATOTSARDORITETIE-463 R4 M TH-
tzo IRIC 48 BFETEBMITIET T DL T ARDRI7ETIE-13.89
RAVMEELHESINS, COBIEICXL. 48 AR R TOD OBP-601 1%
E#ORa7ET (-108) (&, # 30%ilFSh TS,
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(BE) D ALS EFIDEKRABRTOMEREE ALSRS-R Ra7NDZE{L

AaAnNFIyv (Z—=441) Ly7us (72YvoR) |FZzntEy (A Fv )
NCT03548311(Phase3) CENTAUR & (Phase2) VALOR:#5% (Phase2)
77K pi =% 77K B’E58 77R 100mgk 58
(16;8) (16:8) (2438) (24;8) (858 E) (85HE)
BER -9.4% -7.4% -4.03%/A -3.10%/ A -14.46% -7.08%
ALSRS-RZ2a7 -4.63pts -2.66pts -1.66pts/ B -1.24pts/B -5.63pts -1.19pts
(-8.90~-2.36) (-4.67~2.29)
pfE0.01 Phoenixi8&(Phase3) ThaB BERE T BEEGL

(B Fr) JAMA Neurol. 2022:79(6). N Engl J Me 2020 Sep03, [@ 2020July09 EM ST 7+
—FERK

fthtt D ALS JEEREMNKBESN-BRBESE(CTHE, OBP-601 LITIRERE
DRECNLIEDCETLRE ., BEFR CRBRBLTIICTAEHERENEONT
LV, 51T OBP-601 IZ[E. §1&1TH 5 Phased AR THFITILRLE@A
o1 QOL REICEATIRENBONSILEHFLIZLY,

Q@ MBREMRUMBEREDN\(FI—IH—DET
HREMREOEENAAI—H—THANEER(CSF)FD NfL &
[&. OBP-601 %58 TIXRTH 24 BRFR T, TS5 RELLLELT, &Y
BLMETH 1=, REREF (24~48 5B)D NfL fEDQETIX. PSP O
Phase2a SRERERIRDELE—HLI- (24 BEETISRBEEL. ZD
% OBP-601 & 5(CHIVEZ =B TIL. 24 BEMLDKNEFER(CSPH S
D NfL {EAMET LTz, F7=. 48 B:&EHHEL T OBP-601 ## 5 LI-FTIL
NfL ED LR IEFEDH oG o12) , Tl OBP-601 [ NfH(f##E 745
AUNEH) L6 (RIEHEY A bHAD—FE)  RAT TV A RTAR
UFUEETHOBBEEMERUVHERENAFTI—D—IZHRERL
T=o

ARIEHFTHXELDEH
F ) NL G ERFB/NMF <
—h—DIEThRLHESR

GE) NL(##ET105 A MNESH)

NL (&, i RIIHEHEDO TR ERA T EIMHTHY ., wiFHia0ERIZRE
LTWBERUNRIETH S, HiEMIRENRERISIZE>TREGEEIN A& NL M N EBE
R(CSP &I SN, ENZERE T H_ET /RERIMTHENTMNOT
W5, MEFD NL EERETIILITLBEMBEZ THHH . MEFONLIEZR
WEEDEEEZITTEET AL HY . KUENGHRZAET 5=,
HiR MR RICEEEL TV ARSI (CSH) ERETIENDETH S, SE.
& RER (CSF) RONFLIEZBIEL . BEM RN HERINCEFEELIETY
REWED NAF Do DO FEMMERIREILIE (SOD1EERALS) AREDML
Tt DEE . BERBEOREICE OV -EER HETMEIER AERSNEH
S0 D NL EEDFDICE DV TRIRRZE LN EIF TETLVS (2023 £F),
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GE) NFH(MRI,SAVMESH)
1o ERAE NFH 3, NfL BIBRIZ CO-ALS R EMBEMHRBDNA(FI—H—D—DOTH
%,

G¥) xATTVY

FATTIUNE REES AP DVEDTHD IFN- 1 FIEIZFELNTIOTF—
[C&o>TIT/VUZ)UBGTPINLEEREINDIMETHD . MRERTHD
HTLV-1 BEEEBED/N\AFI—Hh—D—DTH 5,

(X)) ARTARUFY

BEMENMTBEINSFILEVD—ET, ENHFHBOKEREOEFDRE
NEREICFEST DN BEULICERTHE BEREESISEIL, HIELD
FRELEHEZEZONTND, TILIYNAT—HRORBIMERE T LMAELTLSIL
AHRLN TS,

@ AFF7FVYLR(PSP & CO9-ALS/FTD)H NFL IE TXIREFEE

C9-ALS/FTD F=1+T#H<, BE[CARENTLVS PSP Phase2a M#EERE, 4 EID CI-ALS/FTD
PSP OT—2HLMA AR Phase2a D#EREHAMIZETLIZAITFI)RATIE, 24 BIZHTD
FTFHUIRTHLEER NL OBP-601 (. 75 tRICHLAELGNLIETHRERL = (pE0.034),
ETsRHY ELDREBOBBZELBERAERICENT, —BELI=/N\1A47—H
LINE-1 B EDEBEMIC —DRENTRINF=TLE. ShODFEBIZHFELI- LINE-1 BIEDRE
OBP-601 MNEMTHSH EEAHY ., TNolZ OBP-601 (B THARREEERL TS EE R
AEMEZRIE bNd, (C9-ALS/FTD H' C9orf72 BInFNEEIZEEET S LINE-1 A

FERTHZEDIZHL., PSP &, thDBEEFERIZEET S LINE-1 AR
HEL>TEIANF—EHKRT 5,)

B ZRBITOFMERIL. FETERSNSFETHY. FAICLT
NEEREMEL DD,

C9-ALS/FTD & &Lz Ffz. FSURRY 3t CI-ALS R ELIBHFEE. Phase3 ~NRTYT T
FARLERIZ Phased ~R | TTEFETHAHZLENTK LTz, Phase2 DIRFEFEET T LIz#% T, FDA & End
TyvITTYIT DA EEE of Phase2 Meeting Z{TOH D EHEERIN S, End of Phase2 Meeting [LFELIA
#H1% 70 BLUAIZ FDA EEMESN DT ELELEDD T, 2024 FRIZIE, PSP, Fh
[Z#ELVT C9-ALS D Phased BIAN A REINDATREEL H D,

SHIZLINE-1 AERE T BEEFDRIRMRTSA VT HEET S LMD
SHIZTTILYNAR—IR/E BEBERE (TILYNAI—FEE)PECREKREEZ R ELT- OBP-601
E~DER (TPN-101) DB ERBTFICAN TS ELRBASIA TS,
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25%0DEE R

FSURRYU#TIE20E | BHRDOKSIC, FSURRY U TIE PSP RU CI-ALS ZXRELI-HHKE
FRILDEETZELEE | Phased NRTYIT TV TIEEZFETHD, WE. SRR U3 TIEHREE 20
BAFIL(# 30 EA) DESRELFHELTHY.BEC 7 A 463 BAFILIFRE
Bt EIC K> THRELZESATH S,

PSP, C9-ALS &3ICHDHREBTIEH AN, Phased EELEHEEH I TS
=L, FNFEFTIE M ARxtkt 2 8 (K8 50-100 HIFRE) D RKMELERRBRMNITHONDEEZLN
ATRRETDIDICHRE | 5. N MAI—H—DBREPLZTOMEINEBLREEEZ 1 HlHIzYDaRLE 10
[FE ALY ARILEIROKELRET SHE. 200 §IT 20 BAFIVEET 5, FHED Phasel
LD BEEMEBERNREL-FAHK. TLCEGEEEERHE. FSUVAR
Vot A TORRICITREE S,

PSRRI D TIE RKFREQUADH TS5 X0 MRA E1RETLAEH

5. 5|1EHRE TPN-101(OBP-601)DFAFEHEL T ARFELBIELTEEL
TW3&5THD. ERICZ.3 BOALDYRNAAT7—IDEBEGBAKT. &
BORFHUESHICEDT1—TUDIVANMTHONTNSIEABELMNIZESH
KFRZEZLD MRA TF | TLVS, 5D CI-ALS O Phase2a BN POBLELERNIZHFTE SN D Phaseld
KU EGYRREHELT | FaH. MRA ZORBLICLESLEIFIN S,
LKABRGENEZOND Ff-. LINE-1 [IZEAL TIE, ERRM7GRIZE D vy —F )L Nature THELHEED
EENRESNTNSGE | REBALGEHS D ELHYLEHL, RIEKDEEIE
MELTEBEINSTALTATHEEBTH S, COEDERKEAER T, OBP-601 [
LINE-1 B EDREBANENHDENTESN, COTOV T4 7 HEEIZE T
BT F—D 1 DELTHEMTONSTZA5, Y A—/NLRFRERE
M. COREELZRRT EEEZITN,

HEM&A Ha—RL—r792 a0 DRBELTIE, R HREET. BF
254 REBIDNRILLIzHIESEICT L HBEYKRELEENRFTES
ATHEEN BB

(B3) RUREIHHARBREHETOS M W54

s |72l 7 wisE xR e | T —we | #@m
2019.12 |Roche  [Serepta [DMD(BF¥Z B 74 —) |SRP-9001 Phase2 Phase2 THRI#EAFD|1725(8M |35258H
CEETFAERE) 2023.6
2020.8 |Biogen |Denali |/f—F >V i DNL151 Phase2 Phase3 1537{8[ [3225{8M
(EHF)
2020.11 |Biogen |Sage 5 DIEGR L DIEES SAGE-217(zuranolone)  |Phase3 7KEE 20238 at A&t
SAGE-324L N %K% F |Phase2 Phase2b 228718M |4687{8M
(WFhHESHT)
Bt |BR%E [BSE ELEHSR M&ARs O B F R BINEHE
2023.12 |Abbvie |[Cerevel |/¥—F> v iE Tavapodon Phase3
e RBE Emraclidine Phase2 1JK3F{EM
BmE (WFhHEHF)

(WM AIVRNAAT7—T 2024 F 3 A BEHRASERICTIZ 7)Y —FmME
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ALAR—FE BMRASHTA— T F T2/ BAKUET AT RO v/ (LT, F#4T7E) HY. TANALYST
NETIDT S5 (BEER) TRITTAHLR—ITHY . NEDRESHR VT FIANEELGREFELT
ER SNt DTY,

O FTANALYST NETID TSR B THEITINBSLHR—MIBNTIE, HRELDIEEICDOVNTHREEIE
EoR7IO—FICKBBNOREGEBNELTHYET , RITHIXRA, LAR—FZEEHIN=A
BICEALTLEA—LBLUITERBEEIT>THYFEREA (LH L., BASHEIRY OB TIXHELRIEA
HBHIGEIZRY. BEFICHLTHERZT>TEYET ),

O RITEL. ALR—IERTIIODRERES KVA VIR IFr—DIRAIZEIL T
ZEENFEEIMENICHRERIVETVDEEAHYET .

O HEEHLLBDINBORESHRUVTFHIAME, ALR—FEERT DU AR IYERE
M EREENICHEZFI TODIEEABHYET Tz WEB LGN MO RESHR VTS
AMIHREHDE MRS L TSN DI ZITO TS AT REMEH DU TIFRITO AT HEMEA
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