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FENLEHEES Y T TF—vE L THLEE
ME»S 7T 7Y —L% B0 5EEDIT
LTIT> TWzDTHh 5. hifllE Sulfolobus »*
57aFr7—YiEEEZLOERLGY VN BB
BERET EFTN S IFVWEAEKPSEN, 3T
—v M FEBH25~30 kDTS usry
V—LDPRNTrb L n, EERFEEREH
LIAATZEDTZ, ZDER. N—/N— F RO Alfred
Goldberg 7 A (HHFEESE¥ LT SuT 7
VLR ERD 2T R) 127> TERT 5%
RV L5, BB U T 7Y —LHETY
AT HELLZOARET oL D L, &5
CEBEZED D LEREAKETuT 7 —EiE
WA ONS LA THEELIZOT BRI Ta T 7 —
CPEHEIEREAERIEA LYY I o7
EVHTFENEETFEY 1 —Th-o7-0
EEADEEICBRIC» 2 > DI, 19914
EHOBERAM Y >RV LA TOHEETH > 7% H
HERENE EEEROBFRR T, uTr 7y —
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1. Z0%, 20 "EXEAEF BEREICHZY v ROZVTHZ EWS T EH19914EIC Nature ICRESNEE L (STES £ TBDCCT/TC), ¥ ¥ RO= Y (CHERE
7260 kDD EA LD THMTE N T30kD < 5WICE > TWeDE o Tc, BH. HMED TOT 7Y — AlFFATc EHHR Z 146 B4 [C Baumeister 5 Y Thermoplasma

E7AF7Y—Lh$Hd I EE2RRL. BANICHREZRR U co

2. BRBVOHIAREVEXDIBINABRLE SO T, SHROEBEPRELRITHNTSETRIRE TIT o> D, HICHMBBELEIMIDFLRNILTTIFVESA
VBB ESTEL—E—TRINTMRLEZDBHEZTWND, KA U MIEERATO (1992-1997) HAK ZERIC. "HHRIATO—MHICHERLEL LS &7 Yo

TWeDHENRNTEE S Teo

3. EFHMAMCERERFDOL YT Y RICEZ TERANY—LE 21— B T MHEBRALE EBELREEICSERVW WD BERWRICHELB>TLE > T
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[FREEN]

AEEMOBEIX. CNFTRATVWEPSLZHENE (RILFT7Evh) 27 EOMARZHSNICT B EICH S,
B DBIADFHRLEO TEMDOE I IIIVRT Y DOKG THARFURIRICREZRRBONA AT - H S5 LMD
PoTEI, FIZIE. BIFRE EOFERIRTFRE FEH) ([CE-oTIRRZRT TR TSE 258055, ZOLD
IR 2 BIRRIGEIERL NV T ST E O FB - BEERTIHL ., Ta7 A4 —L2IERLSSH5, ZOFHMIEAHTH
Bo T TARMETIE, FEHBMNZLEROEEIE, 77 FHME, A IR AR &2 SIS PSR 22 Fi 7 R B R BT
WEDSRITTAIET, YIVF Ty ey 7O RO—imz2EGT 52 E2EHELT .

[FZERRR] : FIAEFEBEFEOURY —LARAZELHR e - HO)]

M7ebld, BERT7I/VBICECH EHZART 5& L TR B HE T 53 R (Intrinsic Ribosome
Destabilization : WEHEVARY — AR REIRR. IRDEGR) 2 KBETHEL, ZOEMENLZEHZELSDT
201 7RISR E Uiz, SH6IC, fEIBAEIE ORI HS A FF L MNAFHR O BB REFRR (ERPURE VAT A) %
HERERZETHIRD I A EDS, IRDINTZ T 75 bECHBICRESNERRTHHI 2R
&512, IRDHRTEAESNAHIEFR® EEY (R7FVILRNA) OMBEANSETOBITICOIERATEARTFIL
tRNA O KHEfFENTE (PETEOSHEE) 2RF L% 7/ ADBEEROFICIZIRDEZHFHKLY VB A K2R
TLDBR2T7 I BEIPZE D D05, VR —LHHD [FI)V] ITBWTESNIZFEHD RS ERESITLST,
IRD SIS N> B b7z (K1) °. BELT. SNE THREEDPEATE TR 7= BIFREF ABCF 773U —% >N
G IRDRBIRTL AN EBRESEIRR2BHL WA E2RRELL, SHEIEOMRAERESEDHRBEICK
0. IRDBED LS A THAET HDOPITOVNTHEMIRIAL,

'ItoY, ChadaniY et al, Nat Commun (2022), > Yamakawa A et al, Nucleic Acids Res (2023),* ChadaniY et al, EMBO J (2021), * Chadani Y et al, Nucleic Acids Res (2024),
® ChadaniY et al, Cell Rep (2023)
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(R : FRBR 7L ANESIORIEL Z D5 THHE (k% - HO)]

ED &7 I BRI AEERZREIC LD S (BIFRTLAN) 20D D0WTEMMRUIASHPTIE RV, FT T
Bid. BIERT VARSI ZFE T AM AN FIEZBFEL, FlCEROMRTL AMNSI2 R Lz, 20—, #ik
PepNL#Z2WV T, BIRTLVAMYMEI > TOWAHI AR -URY — LB A RO SAA BT BEMBEEEZMUHL. Fik
PepNLIZURY — LR FIVHTRATEU B ETER T HEVHTNETICRLWEIR 7L AMERZ R L (K2) %
AR (Wil) O+ESEDHFRIRFERICKOF /-2 BIRE LA O RIEE2FELL . #EIRZ2RER 7L A NS TH
% SecM 7 X DRI (S LI O\ THi - I R 218725,

° Ando Y, Kobo A, Niwa T et al, Nat Commun accepted in principle (2024),” Hamano T et al, J Biol Chem (2024), ® Kobo A et al, J Biol Chem (2024),
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[MZERRR3 : RANBERO 3 71 (HO)]

HREEMRRICEE T 5L Do TELYE—MEEIE AUG (RAN) BIFRO 5 FHEEZ TR ORI+ AFIE
DORTHESEEEL TED 2 11T, FiZEHEERIRE(LE (ALS) IS5 9% C9orf72E% T WD GGGGCC ¥ —
FASE | Z#E 2T RANBIZR (C9-RAN) #bPURE ¥ ZF ATHEB L. CO-RAN DB RAEROBRE 772 F RIS
ERFEALYZY, fhicbEB/NMEHERE36 (SCA36) ICB5 35 NOP56EIETHO GGCCUGYE—MILBRAN
BFRICOWTH MBI 217720 MEIRZEIER 7L A MNRH| T 5 SecM 72 E DB RS (LB IC O WL T 7= 7251
Rz187:5

°Ito H et al, Sci Rep (2023), '° Hasumi M et al, submitted (2024), "' Fujino Y et al, Elife (2023)

[WF72Rk 54 : small Hsp ic &k BBIRL AL COFRBFHE#EORR (HO)]

K5 FEE 2y 5378 (small Hsp) @NT TV 7 o bETREFESNZSHEN 2+ ROy ThY), BIRT
EHLDDH Y VN B EHBEABERL CORREZBEEERE ZEPFBN TS, KEEE O small Hsp ®
IbpA O FRHIEHEE LT R7/2£2 5. IbpAIZESD mRNA EHHE AL CEERHIZESORIR2IIH 555, Ak
L ARHZIZZ OMFI D ERSNTHRIADSA NG EHE NI TNETO Hsp OFE B LGRS OEEIEEEZ AL I
L7225, TbpA DA T HBIFRL AL TOFBHI EHEHEIL. small Hsp DA#7%257, Hsp 2O FHF A2 HIH T 25K
FoHchEbo WA ERRRE LY,

2 Miwa T et al, Mol Microbiol (2021), * Cheng Y et al, J Biol Chem (2023), '* Miwa T and Taguchi H, Proc Natl Acad Sci USA (2023)
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(HREEN]

PEREMERIARE L3 (FLAMRTFR) 13, MilNBREICSEL T B O@ ETESOMRMERPREZELE (7L
AR)\ BLLIE BIIRTVALZRRIR S 52 LT, BIEFRRZ 7 — M\ ZHIEL., MiaaEzHEid 5. Chold, #l
RT7VADEWS IR RIFREIREZ /T L BIERE ESHOIRE CATRMAEZ I I 55T BING Y NI HERSE
{E7%%. HEEERFUE EHOETEMAEP 7 FREB ORI, JFRARIRS RO T HRIEZIEE T 5 ETLEETH
0, Foo NNV EOBRERIIEROZEEZ R T HL2BETAEBOIL /M b AT 5. RIFFRHRET
& REE - FESEEMERROMEERRR L#HE, 7o, 7HEE - WP EZEMHROMREMERER®E L8
ZENZTNHEGL. e EMEEEROKREMEBFRE EHO AT AEE 7T REBOMIAZETEL.

(WFERR - FEEHEET]

N ERTEALEEE =YY 7T AR RITGR REHIE,. 2001 FIcR RSN KB SecM DR, M
MifM (2009%) . BEMEETVAE VemP (20155) O3FEEHLY» B o> T\ oiz. TNSDORT, BIER 7L AL
ICAEL T I BESNEEMED 2L, £o TNEID, ERICRONIEMBICOHIRLRESN TV D720,
BHIEMERLSh2 R-e 31, MEEHRE L/ ENIEE BT, 2. TOBEPL D THEBSENIESRETDH
BOMITDONTIE, 1FEAEHIRA 72,

RIFZETIE SRR MEEZ N REUIAREZZ7)—=0 7 h5, 208 LOFHM TV AT FRERET S L
IZERINL. ZD#E(LR2 BRI SRR BRI BASPICU: CLRRY. BRORKER) . Tz, BE2. £L%E. #
WAEMZNLEN DS EROTLVANMTFRBHETHHHO 7L AMEE 2 EIALZ>, ZOME2DIRICE .

AWFETIE £ REFESFBSNSERNICRA P FRELIZ3DDO TV AMTFR (BHRE ApcA. ApdA. ki
B ApdP) ICEHL. i 2{To7. MO TLVANMTFRERLZD, Zhboid, CREEMTICEM DO 7 I BESZ
HEH LTz (ApcAIZRAPG. ApdA. ApdPIZRAPP). Z R 72 EEITo/ER BFIREMRE O E W CR G
RAPPBELHIB L, ZZITBEHEL. BIFIR RED 24 N KGBEEEBOW A DB 7LV ANCEE THHIEN RSN
7z's RAPPREECSIOBEEW A B L Tz Zes T BEY
KRHER), HBOSFRIESBESNIA, EBENCTLIK - -y
Daniel Wilson 5&D[FEAFFETIE. ApdA. ApdP @ RAPP Bt
B, YRV — LN TH—O@EEEESHT L. — 7T NR G BE
MEIRIIE L HEEREHIENFNTIURENT, oy ThHD
RFDFHAD T FHREBTTLVANMEITIEBRIBS N, &5
12, CRUIC RAGP BL¥ 245D SecM & D73 T HAEIC BT 2 HH 1Bl
b, BREN RER) . BROBEMRT roREN —F.
30,000k EDNTTVT ) LA RITU Iz KBIBEENAF A
THT AT AN ZAT O FA20E W 7 L AT F R 375
CRELR (K1, BEORKR). ZORERIE SHEICDISE
EfEH, TVAMTFIENL TS VBRE(RREE=S | 8] Tiahosionsss ueosenenomaris:
V7S AR FIOZE, Th. RAPPREELS 2/ Lz B oL

i
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RAEFRHT2HDONZLIRONEIE, —F T FIROTLVAMCIN N LIz 3 TRBPFEET 50 E%2RBT 58
DTHo7z% 61T, RAPPEELHI% C R HEICHE D7 /S BORRN S 52 S BRTELRER LSO 25741
Rtk REICBE 5.9 5T L AMT F RO ICIAKFTE T 2 L5320 DDH Y, HIEMES SRR R DR e
Fog E#HE NSTVINSELSE TCEEPBRONODH D (RFER) -

DlED &Sz, ARHEZEE. MEOMEEERRE EHOMEE, o 7. &bz, MiE R A2 MmLIETRA.
B A ERTTREICL, MREEEIEE BB RZ RSER S ® T, £/, FiHBEER RO TL AT FROFERA
DffE%Z/RY ZET FROKEEEERFIE LT RORRICOBEP DR EL ST,

'Sakiyama et al (2021) Nucleic Acids Res. *Fujiwara et al. (2024) Nat. Commun. *Morici et al., (2024) Nat. Commun. ‘Gersteuer et al. (2024) Nat. Commun.

[FFZERR « P53 ]

INE AR ZAIREICE D A EEH MK T ThHBER HACL, 894 XBP1. BXU'>uA X+ X+ bZIP60iE. T
NY/NEAETOMPAE A TS5 2 o I KD AR AL B ETIEEALEN S, LPLED S, 3E DBIETHEEIXR
FENTBEST . /MIEEEAN=ALIZHACL (3 -UTRAES) &XBP1 (BIER7LALE31%) TRZY, T
IRBIHTH S, T Ty TALFREOEMMIFIRZTHR 7L A2 @I Lz (K2) %

YUARF AT AF ARZATEN (FEVFH) . BEOAYIHATT (V) OALYas TRIR 7L AN
Hah, DaEdbiafXF A FEAIATeNTIFHRE R T T4 0 T EEBEL T Wiz, SO XFRF, A4 BLO
XV HITr CEBRT7 VAN BERHBEBETEIADISNL T, A XHFZENTIIRIRK IEBRETREI22E., [
CABHBRRUEADZDIC, TVAND [/ BEEZDIGHEIREN, —F, E=37 (¥5H) LEBEHOA LTI T
WFEIRR 7L ZAMa SN S, bZIP60EEE R T DIEHELICER 7L AR D AN = ZLBERAL TWAZ ENEZS
Nz,

*Imamichi et al (2024) Nucleic Acids Res.

Hydrophobic region ¥ Ribosome stalling
Human XBP1 —ms———— Y (PP FLCOWGRHQPSWKP LMN:+
Arabidopsis bZIP60 — —s— RRCKGSRPRMK ortrians 522
Fern ortholog — — PPx 62 ;
Moss ortholog —ms————— THLRRKKTHLQYDSNFRWRGRSSERRPSRRKC E %'g
Liverwort, Chlamy orthologs ........... no stalling ,E % °
-— AR SEE
bZIP fg
Cytoplasmic splicing %;jﬁ 0 e
A / 2
e -
: Membrane
ER stress IRE1 association

B2 bZIP60A LY AV IcH T ZBR7L X +
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EEDT ) MEFTEI ORI ZERICED, BIEFIEMFREBAOKY 2 E— MG O REBREL RN, Rk
i ZEAE R R LE / RTSARISAZLERATE (ALS/FTD) k4 2B 8/ MMAFTIE (SCA) . FsREMEDS A a7+ —74
E30LL E0BEEMRE - FEBEDORERELTROP->THED, Thboid/ >ya—T1 o7 IE—MNREBISh T, C
NOOBEE T, BEMHEVE— MG Z2ETGERRNA DRSS RNA fociZ/1L7: RNA BHEAN= X LHPHFRS
NTCELD EFEEREYE—MRNA 288U E— M AUGIEREE (RAN) BIERICEDVE—MTF R L
SNAHZEDFERSN, NS HREEEZFRIET A EPHESNPISN. LHPLEDFS, RANBIFRO ST A=A 4,
ZUTCRANFFRVE =T FRIC KD HRE AN = X LG ELKBIHTH 5,

ARFHEFETIE. RANBIRO G F AN RLEZ U ED MREA AN = A LZEHT 52 E2HEL T, MFER
FEOKITN—TTRELS TEYZNET a7 VaoNTETLEZHAW N vivo #2170, BiZESHEE D
FIN—TTIEEICREEMRET VER OB E2TV, 7V PHEHEICHFEEHEEL T DIRO LS 2R %
21572,

1) hnRNPA3I2&5 GGGGCCYE—FRNA DA %4 L7z C9-ALS/FTD £V ayYauNTIic i 5 ia 80 HE

C9orf72:8{2F GGGGCCYE— D EHEMELRZF K &9 5 Coorf72:#H % ALS/FTD (C9-ALS/FTD)
DIRRERI., IRRZERFEZEIBEL T, CO-ALS/FTD ET )y avyauNnNT ezl B8mENEf 21T o7 £9.
GGGGCCYE—hRNAIZFEETAHIEDME SN TVEN20BEDO RNAKE &YV E (RBP) ZiBRE FEHT 5
>auPauNTEEBIL, CO-ALS/FTDET IV awYauNTENBEENREE{To7. ZD5EHR. hnRNPA3,
IGF2BP1. hnRNPA2B1. hnRNPR, SF3B37%: & ® RBP 7* GGGGCC YUY —hRNA Z A SH T, HIEZE 2
Hlg B EZHSNICLIZe 2DHBEhnRNPA3IIFHRSSEEEMIE TGGGGCCUE—hRNA DR ERICEAD L%
WELTBY, 2avlauNTET IV TOBEIFEBICED, RNA foci BEU'RAN BHERITED U CHER XIS S 41,
hnRNPA3A )LV r Td%Hrb87F D)y 512k GGGGCCYE—MRNA 2EIIL T, HIRAMEAEET 52
25Uz (Taminato et al, Hum Mol Genet 2023).

2) FUSI2&5 GGGGCCYE'—MRNA OREEHI#HZ 4 L7z RAN BIROMEIC XS CO-ALS/FTD EF )N ¥ avda
INTITN TSI

FE1) TO GGGGCCYY—IRNA A RBP D A7) —=> 75, FUSIE GGGGCCYEY—FRNA ORFEIC
IHEBZE5Z I, RANBIRBIOEREHZMET 522 BH L. ZLTFUSALYOY TH S CazdD /vy
TACKDRANBIERASHEML T, HIRE WA EE TSI E2R Uz, SSIKHES I —TPHEERFZOAD. AHIEED
GELSOW %/ Tin vitro TOR ST, MR- atkai. BRI 21T, FUSIEGGGGCCYE—RRNA
D77 = EHEEZREIISUTRANBIRZHIHT 522N UIZ. 72 RNAZ 7 = 2 PUE S E 2 Z0
&9 5EWSRI1. DDX3X. DDX5. DDX17% & ® RBP 3 EI#kIC RAN IR B L OEIRE 2 H 5 2 &2 /R U7z,
Pl ED#EE»S, FUSIZY 7 = PUEHEEE2ER LT RAN BIERZ2H109 5 RNA v ROy E LTS, wifg it
ZiH 9 5 EE 2 617 (Fujino et al, eLife 2023),

{0
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3) ZDfth

AERBOARREEOHFEFFRICT, FUSICBITS ALS EEA RICKD 77 = MY E S RNA KA 20— A
DO E PR T, W—EHERES [ZRI I &% HSMICLTz (Tshiguro et al, J Biol Chem 2021) . %7z,
BREOHOEDOILEMZEICT., HBEFRE 721z GGGGCCYE—RRNA 25D in vitro RAN #laREE 2%
MNZL7z (Ito et al, Sci Rep 2023),

(7R HEE G (KIRKRY: - RERBEZZAMARN SHEE #6))

C9-ALS/FTD OJR#EMEI., 1aBERHEEZBIEL T MIRREZOARHIN—T LHFEL THHFEEITo72. FHEHEOD
TN —7TlRFEICEEMRBLYIN vitro ARYE—RRNA 73 FRIMBERT A £—MIXSin vitro BHFRRZH L
Tef@i % DURDRD R EZET T2,

1) C9-ALS/FTD EFIIVEEEMITRS Y FRMERT £ —MNI&Bin vitro RICBLTRL T 1) ViFEA TMPyP4
. GGGGCCYE—bFRNAIZFEAL. GGGGCCYE—RRNAZF > 7L —h&9 5 RAN BlERZ2F D E B CH
E9435ZE%RL7z (Mori et al, J Biol Chem 2021).

2) C9-ALS/FTD E®F LIBEMAARICBWTHIRFMABEFO—>TH%elF5532 0D GTPase activating protein
(GAP) #EHZ/TLTGGGGCCYE—LD5 il EFRICAIE T 24#E D CUG IR 250D RAN BIFR D FfRZ {2 EL
TWABIEEHLENICLIZ. EBICHERERE OXHFT N —TEORREMFEICED CI-ALS/FTD > ayYa7NLTET
BT elF5% /9552 5E poly-(Gly-Ala) VE— k28 BORBAE R 52 EBHEEL, eIF5H poly-
(Gly-Ala) 7L—ARAN EIFRICBI 2R DOFREER FTh 5 &% nLiz (Gotoh et al, J Biol Chem 2024),

3) hnRNPA3IZ GGGGCCUE—hRNA EFEE L. TOARLEILICEAET 505, st 2T IARHTH -7, £
CTEBEA F ALEEE R ITICKDhnRNPA3ICE#ET 55 0 /8 B2 B NICHER L. PABPClZRIEL,
PABPC1 /w7 %712k C9-ALS/FTD €7 VEEEMAZ S CO-ALS/FTD B HRARHESEMAE TRNA foci 3
ML7z. S56IZGGGGCCYE—RRNATELE MZBW T PABPCLIZhnRNPA3&E T HE Lz, £/ DEZPABPCIIZS
exonuclease TH4RNA L7V —LEEERESEH L. Dl EKD, PABPC1A hnRNPA3BLURNA 7V —
LEEREDHEEAZNLTGGGGCCYE—FRNA DS fRICEE T 52 E%2mL7z (Uozumi et al, iScience
2024, Uozumi et al, STAR Protoc. 2024),
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/ n " “\
\'V

Joa—742 7 RNA D GEEFINS
&7 E DA FRE

HFRRERE [E =
A HigHE 3
iRk =72
ki&ﬁﬁ? ClEta https://ger.sub.jp/index.html

(AR ]

Long non-coding RNA (IncRNA) OE#iL [¥>737 8% I—RL20W 200885 FORNA] SN TV, E
121007 I/ BeFRE LU N 0/V&7% Open Reading Frame (ORF) ZFD&FHISN2H0HZV CNETICEHEDT
FEHWT, IncCRNAICETET 5/N 87 ORF 6B SN AT Y NV BZEEL, TNoWEBEGEREZRE O &%
BHS2?MCL7z [Matsumoto et al., Nature 541: 228-232 (2017)]. 372bB. TNSINCRNAW [ /> a—T+1> 7]
Tl3%L, [T—=T1>7 ] RNATHY, FETLHLAVNER DN TOWIRBIHO Y N7 EEFIRL TW5, 2OXH%Hi
YV TEIL. CNETRESN TELH-LHEELEO 7 7B THY., BRAHOSESERERICEHS L TCW5A]
HEMENE 25N 5, 22T\ INCRNAHRFTHY >V SHICEEL. TNOHHY N T-EIN T 555 08
DEER ) VI T I T ADFN 2 EZITV, TNEDEIEREEZIASPICL TV I EEZBZELZ, INETIC, KE
DOFELEZRHET S TUBL & 15T OREEEICRAZEZ Kastor & Polluks &5, IncRNA & B b T2 RNA 2 SEIER S
NABFHRARIVRTFRZEEL. TNE5OHEEZHS,»ICLz [Nita A.et al.,, PLOS Genet. 17: e1009686 (2021)]
[Mise S. et al., Nat. Commun. 13: 1071 (2022)].

[FEEOBEZTTET 5H ARV RTFRTUBL ZRE L]
EALRITRES N TS IncRNA

122 W T, ORF4E 8 @ 77 1€ % in TUBLIZTINCR RNAO'SEIEREN D

silico CEHMiEiL7z0 ZDiEE, K E

BEMZINCRNALLTHISGNT Tincr RNA #IER TUBL protein
W7z TINCRIZBWT, ZDO—ERD

HELHEEIRESN, SHIZZFD % o @ ( )
SEHABERRENBE DT I RS

ETETBE. 1L FAERAL AT M el
CaRFEOIENHS N EL ST, £ T

T. ZOTINCR RNADSEIFRE
Nn3% 378 % TINCR-encoded
ubiquitin-like protein (TUBL) &4fti47z,

ERRIZ, TUBLY VNV E N EE SNE DR 57012, TUBLY 287 EIEBR ORI Y VESIZE AL /Y
7427 ARAEBLT TUBL Y 2/ SV B OFERRERE LTz, IRIC. TUBL ZBEFHIL-ALlilaZFHWCTRNA Y —
7 L A%ATH MR E I BEE R F ORB_ ERSRO SN, MREHITTEL T AIENHS»ER o7z, RNADE
BIZRLELLND, F—0F 1V EEBIRT 285 0B R AEERL CREFRE @I 21T -7 £ 25, RNA OfEiEIEE
##7%<, TUBLY /S EORRECED. A{tililaOMRaREDTUEL TW 2 ZENHASH L7z, RIS, TUBL v 7
TN ZE(EBL, BE OB TFRI Y —2%RNA Y=V TV ATEHiL/zEZ A, TUBL v 7 b ALl
T, BRI FEBUM R & 13530 A A B ELE (5 T O R BUR N MR OBIEN RO SNz £2 Ty YT RADKEED
BEERETV. KEOBE,SOIREEERICEHET 2L, TUBL /v 777 AO KM T, BIEIEEIEIE
THIENHESHELTz. BERIC, TUBLY DB OMREZEHIE 572010, TUBL EfERT 25 >/ EEMERAIC
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FE L7z ZDFER. TUBLIZY VSV E SRR THA 70T 7V — LOBRE T LEE ST &N HL P L7z,
Pl EOfERED, TUBLY 7B 70T 7Y — LIS T HIET ALMROEEEFIHL TW SR REEARIES
Niz.

AR FFERICKD . CNET/ o I—T 1 ZRNAEEZE Z SN TWTINCRY EREIZTUBLY >N B2 EAL THED,
TUBL ¥ >3V & 3R A Lo MRz TTESE TWA I EMHL» L2572, TINCRIZEE IO ICHB N
T BPATEFRIRTHEVSHELDHD, CHUIZTUBLY 7 EDOEHIRICE DD THAA[REENEZ5NS, S[ED
HEIX, ZEOBESLHEL D CONARBED—BIE 25 EAHFIN5S,

[Hi# A R T FFKastor & Polluks DRIBIZAEIC5)

RHEBERNICHERTAIESHSNTVSINCRNAIZOWT, ¥ N7 BE P EAESNS A BEHE 2R LT #5 R,
Gm9999BIEF2IEMDBIE FELTRHLU, EHRENTEIZ, GmI999X]1 DDEE T RS 2MHD /NS 727 >N
JGEBEET HAREEARIBSN, IhoD¥ > 87'E% Kastor & Polluks &4 {172, Kastor #>/8278 & Polluks
VINTEIARBICELESNTWSDPZIREET 57012, Kastor & Polluks ¥ > /87 E DR HICY T ESZEHD /w7 A
V=) AE(EBL, Kastor & Polluks ¥ > /87 B DFAET AT L& FEH L7z, 3512, Kastor & Polluks DFEREZHEE 9
57z Kastor & Polluks DfE & 7> /87 G2 R L7- £ 25, Kastor & Polluks &I BAMREME 7 =4 > F v 2L
(VDAC) EfEELTWAIEN T D7z, Fl—BIEFELPSEIERESNS ., 7I/BEGINELD2DDR)XTFR, &5
5BELSTT (VDAC) ISBIEATHEVH &L, FRNDIERTH -7,

VDAC3RIE~T AL, FTIra R 7TEHOEREREEICKOE T OB EAME RL. HEREICZEZENHSNT
\Wzo 22T, Kastor & Polluks O 52 RIET BT A% ERLI-EZ 5, VDAC3RE YT ALFMRIC, HEEAEE
RUTz. 610, EEEFHEMEZRVTINSORBFINIY N TEZ B L/ 25, Kastor & Polluks Dfi 5% /K18
THETFINTVRUTS, HODREREEEZRL. COFRBEFIIVDAC3ZRIBUIE IV R 7 EIERIEHBIL
TWzo 2OIMIVR) T OIEREEFE BT ORI DK F2FZFHIL ., ZDEHEFICI > THRAANITHEICRST
EDTDoT. Bl EDERA S, Kastor & Polluks 75 VDACKIEED I IV RY 7 EFERICIA AR 1R B 2 B-L, Fh
DIEDLEFEREICAETH A EN TP o7z,

AREFETIE. TNETINCRNA EEbN T2 Gm99997%%, FElix Kastor & Polluks &EWH 2D /NS4 808
ZEALTED. ZNOHDETINTV R 7 OFEEHIHZIH->TWAZ &2 S LTz, Kastor & Polluks i3ice 2 &
CIHFAEICABRESNTEY, TNSDEYTIE, IBLIASRER RO EE 2 5N 5, B RN EE T O REMRT
1 BHEAEORKEAERZZG T2 ThH2BNE LR RO RFEADER PGS NS,

1, Gm9999 (¥ Kastor & Polluks #E4£9 3 3, Kastor & Polluks # 283 3<w 7 xXEFIE, S ba»FUT70
[ Kast EERBICLVFIEICHLS, VDAC3 RiiLEHTH S
astor Gm9999 FiEFHE
[ Polluks Kastor/Polluks &z
HER VDAC3&if
I_ﬂ l_l ;1;1 “ ]I_J_IJ Z kaxFUTORESE I baxFUToOREE

\

Kastor a0 —, Polluks

wnent GUDACY, e < . o k728

w Shav FUTHR iﬁﬁfﬁﬁ
WTFEDEDET
2, Kastor & Polluks [#2 ba¥ FUPHEICKREL, " \
VDAC tHE#RT 3 E® s
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DX

G

WiZeEE EE S RS EE
ek St e - A
é_’, iR kS ..% AR RS
gt 7 HEREEAY - EE C L ik } ;
g ARl ' https://endolab.jp/wp/ LR ' https://www.agr.kyushu-u.
4 T B Ee : Bh# ac.jp/lab/seibutsukagaku/
\? ey 4 index.html

[Spflic k5 ER ICEELE S NI av RY 77 2 87 B O %]

RN D% 287 ERORFIEREICIT b, FORICKE U727 VS0 B3 BIC A RRESNSbDEZEZ LGN TE
Too LPUBRGEEMEZEOFRREZED. 72NV EOBRELEE—EDHER TR, FREESY V7 EITIEEEDRD
BELZIABEDHD>52E. [FEEOMEER] OELNHLIENDP>TE Iz, IFIVNYTICERERE SN T —
W72 H— (TA) #2037 B i, IvAVRYTHED AAA-ATP 7 —E D Mspl SEP S5 [ZHh &, TP AM LD
GET AT LDBFICED ER ICFE1T ER THRSNAPELEZ RV E T A HRES (Matsumoto, Ono et al., JCB,
2022). —K. BERERBED P-type ATP 77— SpflARET 5L, ILIVRYTHEED TA 7> 37 ER—ON 7
YH—5 BN ERICGERTET %o SHIGEEIEREEOHREE A 7ICLTHS Spll OFRBEZFET 54, EEESh
IRV RUTHIES ST E B ERDSFA L. SRIVRITADF[ENEIET B EE2RHLZ. fkx2Iba> )7
HRES > X7 BIZDWT SpfIRIBICHED ER NORERIEDH /AT A, IbIAVRY T ETEEEEDLE5 8
JBIZERICGERTEULIL o725, BEMERZ OIS TIZINIAVRUTHIED ST A M IUTIRT R T WIS B H
HRWICERIGERET HIENBEZISNIZ, —H T\ FHERSNIZN 7 AH—INIVRUTHES 78S, @
FHIATHLESPIIREHETIZVSTZAERICER T AL ERULIENT VA= N7 EIXSpfl 2 HH 5L AKDH
I THHINIV R TITBITT AT EN T o7 EBIZSPFI AT B AETMTY, FHARBERICN 7> H—3
RV RUTHMNESY > IS E D—IIEERICFEITL. ZNAIRICINIV NI TICREITT A LD D o7z IRV RY T E
5287’8 D ER NDFEALEIL, SRPFEEREFAFED ERANDY =T 4 T REBEIIMRIE L 2ol LA > T, 3bT
YRUTHIED TAZ >IN G —EDON T > H—2 N7 F X, IFTV R T ADGIEREE D ER TH S/ ER D
BEELESHE DRI L, TNEDF ST EDINAVRYTADIELWETELIE. SpfLIcK->TRELXY >/ 7 EH ER 5
POF|ERPNTEELVELZITICETERTHIENE SN,

[Mspl, Spflic&BRIVAF Y — L5 N7 EOHEE (B - 1h4) ]

MspLiZ—EBA RN A F 2V —LRICHTFEET B0 NRILAF TV —LD TAY 27878 Pex1513. Pex19-Pex3#%
TRVAF VY= LIZRBETHTEFHSN TS, Pex19% 4 —F> 07 7uy (AID) HICKDRHEFHET 5L, #Hi
HARSNPex151E3Ib IV RY TICERELIE S NS, BAELES N7z Pex151E3IM IV RY7 D Msp LIZ&>TH [EFR A1,
Pex1913 %319 5& Pex19-Pex3iE B THUONRILA F 2V — LIRS ED DD o1z, Pex19% Spfl bIEELRWIGA
1&. Pex15IX ERICEERET 5%, Spfl2HISEHEIbTV R PIEELES NS, LLIDEZ Pex190HH T 5L,
ERICEAESE SNz Pex 15133 a Y R 7 TR AN F Y — AICRB I ED G otz DX, IRaVR) 7, ER,
NNAFI—LETOY IS EDIELWRTEICE, Pex19D &Sy —7 74> 7 HFE Mspl % Spfl D &S 7Bk
DELEZHES K FOFENEE THAIENHLN o7,
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(754 BT HEMBEERV Mspl/ATADNC KB EE G | Xk S B OB (IRA)]

MsplAEDEIICUTRRELIEY >NV B ZFRHL D S5 X R D P EVS W RIS 57012, TAARSITN
B#R: Kluyveromyces marxianus R Mspl &€ 7574y 2R ATAD]1 (MsplDAEQY) ICOWT, 7571 F
BT MG OISR %17 5720 Mspl/ATADLIE. NRIZ1DOMERES|E 1 DD AAA RAA VD OERLE
NTWB, AL Msplé ATAD] QR EBRLZ M 7= VAR D 7 5 + B I E%2.9~3.2 ADMREETIR
ELT: (WTHLSHARBROREORFREE) . ChoDEiE (—HIZRERTFROEE2ED) ICHEDE, Mspl/
ATADIZIRIEREBRICE BT AL THREZIMDEZLAOIER T . IRICMS5-M6Y 7 =y MilD ATP hZK 53 I
FOTHE,PSROMENIMOY T L v D EHEL . ATP ZERAARLDSH LMY T Loy MO 2.
DY A7 VEREDIRY ZET Mspl/ATADNRRELE Y > /S 7B OREN»S DT 0ty 7725 [EREZAREICLTNAT
EWBASITIE STz,

M;ﬁm peroxisomes
y -
\ Pex19

TA protein

(+NA protein)

mitochondria
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w06

KB 707+ —LD[E)E -
TE A DBH 7

Wi7EiERE

'@a’ AN T i

b 4

Famt E PNy = [m]pf 3
Q/ EHZERB AR I 7 AL .
&) Bz https://omics.med.

niigata-u.ac.jp/

(WF7ERR]

WE, 7 LMEROBHEE BN OEEREILICE>T—EICKTFOI NV EHREREAUG TZ 2Lk
2o ZO—HT\ ) LBNET 27 0T F —LOERIIRIEARHBETH S, FHIC, HE, /2I—T 1T RNADPSD
BIRP. BEAT 407, B BEAE. Aby T IRV DY —RZ2)L—, RAN B S ESE 0 IEHBIREIR S
RHENTBY, 7/ LIRS NII ARG RKERTOT A — LAOFESRBESN T WD, TNSRHY VT EDRE
IIKFRBEICHUG L 72T FRD MS/MS AR ML HI 2 SIEE SN AT I BEHIICRE T 5. LWhDHHER
O uT37 )30 ABTONT0ED, ZO&57%7 7u—FTidk. XTFRRIEDFEEEOHERI D CHEETH
%o AFHEMIZE T, REETOT A —LOEMKEHICE T D [RFERBTTOT A7) IV A | B B2 I 58
EBIT, TOTF — LORECHEAEL AR T 57D ORAGHREET U T IV ADFHEERFEL. Thozildh
BHELIETTUT A —LOEEPKEOEFEEEEL .

1) NAAN—=TYNERT BT HIT AD 7= DEMi BB O S

R TZROY N EEBVREETERTE, POBVWEBELEENN Y AT LEER LIz, BRI AT LEHV
T AR () HEHFITRPIBL /v 7 77 RCBI 2 DEOFKR 074 — LB 2 EHML . OFINEP LR
IDEEICBE B 57 B OFRBEE(LZ R L7 (Tateishi C. Nat. Commun. 2023). IRIZ. 7287 B it
BRUICRTF R BIHBZ AT REE 3 A HE T2 B3 L. Tur4— LB KiEZR &3(LICEIIL: (Hatano A.
et al. J. Biochem. 2023). KB EZFHLT, F—b 77V —DARE—HICE OV TEILY —¥ —CTHBEL-HE
FUCBI B 70T F — LB TV A =7 7 D —IEEORE N T O T A — L5 2 5B HS»IC LT (Aoyama Y.
et al. Cell Chem. Biol. 2023), 3562, ¥LF 7L L—b EICERELAEZHWT., SESFL 7054 — LR
Mz REE 9 SHa il z (BmERHT) o

2) (RFBBEBI T OT A5 ) I7 ADHER

BEROBILBEREZHWTY N E NRGEITI R E RGBT — & f@triEz A a b 5 & TREREME
LEEEOE W N RN 7T T+ —La BRIz, RETIR, 177074 —L4857205,0002 O BEAHT N Rk % [H
EFRETHD, #5110,0001CBL 55 7 E N Rz R HFTRETHD. 1200% 8 2 2 IEHAUFNEREM ZFRIET 22
EITRRIN LT (R AR ) o

CNo#i#H ORFICHR T 54 2 /N7 HDFWRZ KOE VB TR 27010, AEREZRFW - E &R
WEMTHD. INETICKBR LY NI BN E &1L THSIMPAQT (in vitro proteome assisted mass
spectrometry for protein absolute quantification) Z#EZEL TV 205, RIEIEENLY ISV EDHENRE
LTHY, JERAIEREICHR T 25NV BEERRET HIELVEHEDORB WS IV T+ — LR EE RS, 22
T EBOHEESNI_RTFREFE LI ALY YR IVERTHA VL ThERWTRERMIAE AL KBE (7
IBEBRRERAERRE) CTEART 222 HBE L, ThZNOBEBEARICIZET - EBII-DICERY S
(QuantiCode) ZfHiNL. IEME»OEZIHN EREFEMATAEE L7 (Igami K. et al. Life Sci. Alliance 2024,
Johmura et al. Science, 2021),



3) RO T A — L2 &5y 2N BIERED R AEHT AR ORENL

WEHERK DY > IV ERIBIET H7-DI2IE, TOTA— LT RICSESE 45 2 ERRERCR 2 ETEIT B0
BEPNETH S, T Ty TUTH—LTARY 7B OEEERTERER fRIT I A HEMT OREFICEDMA TS, £9. ¥
CRTEDRIEEY S EOBIEDBIFHE TSI, pulsed SILC (pSILAC) ¥l k5 —> o+ —N—fighie
Tuv FURMERCE S EE G ED LN VRV B EEHAEDEHIET, A=Y B TH>THZD
57— ) —N—DRIEICES>TARELZE BB EZ R, E51C, BIRRBBMOMBREHIEMTOEEEL, T
TFIUREICBTZTI07 - T IO IWVERO T EE DM (Funasaki et al. iScience, 2023) REE(L AR 21k
B VINTEYATA DL Ry 2RO EHHI% 4T 572 (Kobayashi et al, bioRxiv, 2024)

ES
1) Kobayashi D, Takami T, *Matsumoto M. Data -independent acquisition 5) Aoyama S, Nishida Y, Uzawa H, Himuro M, Kanai A, Ueki K, Ito M, lida H,
(DIA)-based label-free redox proteomics (DIALRP) reveals novel oxidative Tanida I, Miyatsuka T, Fujitani Y, Matsumoto M, Watada H. Monitoring
stress-responsive translation factors, bioRxiv, 2024. autophagic flux in vivo revealed its physiological response and significance
2) IgamiK, Kittaka H, Yagi M, Gotoh K, Matsushima Y, Ide T, Ikeda M, Ueda of heterogeneity in pancreatic beta cells. Cell Chem. Biol. , 30(6):658-71.e4,
S, Nitta SI, Hayakawa M, Nakayama KI, Matsumoto M, Kang D, Uchiumi T. 2023,
iMPAQT reveals that adequate mitohormesis from TFAM overexpression 6) Hatano A, Takami T, *Matsumoto M. In situ digestion of alcohol-fixed cells
leads to life extension in mice. Life Science Alliance, 7(7):e202302498, for quantitative proteomics.J Biochem. , 173(4):243-54, 2023.
2024. 7) JohmuraY, Yamanaka T, Omori S, Wang T, Sugiura Y, Matsumoto M, Suzuki
3) FunasakiS, Hatano A, Nakatsumi H, Koga D, Sugahara O, Yumimoto K, Baba N, Kumamoto S, Yamaguchi K, Hatakeyama S, Takami T, Yamaguchi
M, *Matsumoto M, *Nakayama KI. A stepwise and digital pattern of RSK R, Shimizu E, Ikeda K, Okahashi N, Mikawa R, Suematsu M, Arita M,
phosphorylation determines the outcome of thymic selection. iScience, Sugimoto M, Nakayama KI, Furukawa Y, Imoto S, Nakanishi M. Senolysis
26(9):107552, 2023. by glutaminolysis inhibition ameliorates various age-associated disorders.
4) Shiraishi C, Matsumoto A, Ichihara K, Yamamoto T, Yokoyama T, Mizoo Science 371(6526): 265-70, 2021.

T, Hatano A, Matsumoto M, Tanaka Y, Matsuura-Suzuki E, Iwasaki S,
Matsushima S, Tsutsui H, Nakayama KI. RPL3L-containing ribosomes
determine translation elongation dynamics required for cardiac function.
Nat. Commun., 14(1):2131, 2023.
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[iZt®ic]

WA, T2 OEIbItEW, 15 FAEYYF 2 ZOER - CHOBEICBWTRERFERZRE TS, 22T,
ARRFZETIE PN THAT . HEIOARy M E 2R E T 52 & T o7 B O EE2 2 HED» O E W fRRE TR
TEXLYHMERRL. REFEY SV EBALIBHTAZEAEIEL,

[vA7uFyTeRHV-2B8) 157 FEHHIRE O]

FERD 1 FEHEIIPES NI 2R EET 570, T—FIEO 2 —Ty e SICkEzZ . A ZIRRS
BZEDWEETH 720 22Ty AHFETIE 13 FEHIOIAILICE T AL, v A 7aFy Fefnizy 378D 143
FEtlzflELT, 2602 EE{b2EELZ. BRI, BB FORy MBI HEMER AR DEREEDIC,
HHEBERZFEETHIET. ABOFENS, v/ 7aF vy T\OEA, ¥ ERRED | THAHHICES2 T
HOBELICKRIIL: (K1, ZEXH], 2, 3).

/ BEEQRY b

G i)

K\?47D?W7

o -

-~
%%ﬁﬁﬁ///

E1 2HE1SFERHIREORRE

FKIAEEEREL T, CRIPSR-Cas z EDHitEE R I HARAMBRZIZNEL ., ENoDOERED 15 FEHRICRTIL 72,
LA RFHHIORE LS~ A 70F v T THAHH, FERISEEFRLEREZH O OLBRETERL TV, 7
AT 7 DAL LB ETEE N L B LICHT - KIEZa AN EBELZ i TERL,
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(RR% 728 NI E D153 FRHAIB R O B3]

vAraFy TRV FERRITIR ALV THROSZE LU NRBRE TLA 2RI 5. 20720, 7RI
HEN2BKEDOFWEEHZHW 70 -7 D&, 20FF]1 5 FitllNER T EI3REETH >/, 22T\
AR TR 13 FRHICRBLL-BUKERE 0 — T 2RI 5L e8I, RFEABERED ISR LA T
ET, TAVTALLL NV TORBIN T R FM 13 FRHIRR 2T T 22 LTI L (K2, ZE3CHR4, 5).
MAT, BB T O—T OBERMEHEL TSI ET, ENBEROL/S—N) -2 KEICHIR T 52 EICBRRIIL

s

PAITA LA

i

FIARTR

S

P ITA B

E2 74 YVYA LLANILOERID ATRELHTR 5 FRHAR T O RF

[BnwZic)
AR TIE SO TEERZERET S LT Yo7 Br e e OEmW A REE T TE 2Rl 2BaFEL |

IRATARBAY DT ENERT S LRI LIz, 5413 REEREEEL T, v 7uFy 7P 2a8EHI%EE
BEDYTIAF 21— ZHE L. 13 FEHINCRIRD 52575 % ICFBICCTHAW 20 2 BEZ BE L2 EE ATV

2o

SEXH

1) Shinoda, H. et al,, Commun. Biol. (2022) 5, 473

2) lida, T. et al., Lab Chip (2023) 23, 684-691

3) lida, T. et al., iScience (2024) 110868

4) Sakamoto, S. et al., Sci. Adv. (2020) 6, eaay0888

5) Sakamoto, S. et al., Cell Rep Methods (2024) 100688
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mvad121

Ito H, Machida K, Hasumi M, Ueyama M, Nagai Y, Imataka H and *Taguchi H.
Reconstitution of C9orf72 GGGGCC repeat-associated non-AUG translation with
purified human translation factors. Sci Rep Dec 20;13(1):22826 (2023) doi: 10.1038/
541598-023-50188-z.

T BT MR EGRAE 20

Takada, H.#, Fujiwara, K., Atkinson, G. C., Chiba, S., Hauryliuk, V.# (2024) Resolution of
ribosomal stalling by EF-P and ABCF ATPases YfmR and YkpA/YbiT. Nucleic Acids Res.
gkae556. doi: 10.1093/nar/gkae556.

(# corresnpoinding authors,)

Takada, H.#*, Paternoga, H.#*, Fujiwara, K., Nakamoto, J. A., Park, E. N., Dimitrova-
Paternoga, L., Beckert, B., Saarma, M., Tenson, T., Buskirk, A. R., Atkinson, G. C., Chiba
S., Wilson, D. N., Hauryliuk, V. (2024) A role for the S4-domain containing protein YImH
in ribosome-associated quality control in Bacillus subtilis. Nucleic Acids Res. gkae399.
doi: 10.1093/nar/gkae399.

(# corresnpoinding authors, * contributed equally)

Fujiwara, K.#, Tsuji, N., Yoshida, M., Takada, H., Chiba, S.# (2024) Patchy and widespread
distribution of bacterial translation arrest peptides associated with the protein
localization machinery. Nat Commun. 15,2711. doi: 10.1038/541467-024-46993-3.

(# corresponding authors)

Gersteuer, F.¥, Morici, M.*, Gabrielli, S., Fujiwara, K., Safdari, H. A., Paternoga, H., Bock,
L.V, Chiba, S., Wilson, D. N. (2024) The SecM arrest peptide traps a pre-peptide bond
formation state of the ribosome. Nat Commun. 15, 2431. doi: 10.1038/s41467-024-
46762-2.

(* contributed equally)

Morici, M., Gabrielli, S., Fujiwara, K., Paternoga, H., Beckert, B., Bock, L. V., Chiba, S.#,
Wilson, D. N.# (2024) RAPP-containing arrest peptides induce translational stalling by
short circuiting the ribosomal peptidyltransferase activity. Nat Commun. 15, 2432. doi:
10.1038/541467-024-46761-3.

(# corresponding authors)

PR 1T (bmlikyksen Mok 209

Aoyama H, Arae T, Yamashita Y, Toyoda A, Naito S, *Sotta N, *Chiba Y. Impact of
translational regulation on diel expression revealed by time-series ribosome profiling
in Arabidopsis. Plant J. 118, 1889-1906 (2024).

Imamichi T, Kusumoto N, Aoyama H, Takamatsu S, Honda Y, Muraoka S, Hagiwara-
Komoda Y, Chiba Y, *Onouchi H, *Yamashita Y, *Naito S. Phylogeny-linked occurrence
of ribosome stalling on the mRNAs of Arabidopsis unfolded protein response factor
bZIP60 orthologs in divergent plant species. Nucleic Acids Res. 52, 4276-4294 (2024).

KIE B GEsRZ: R RrERR 8%

Ishihara T, Tada M., Kanemitsu Y., Takahashi Y., Ishikawa K., Ikenaka K., Hirano M.,
Yokota T., Minakawa E.N., Saito K., Nagai Y., Onodera O. L-arginine in patients
with spinocerebellar ataxia type 6: a multicentre, randomised, double-blind,
placebo-controlled, phase 2 trial. eClinicalMedicine (in press) doi.org/10.1016/
j.eclinm.2024.102952

Kamano S., Ozawa D., Ikenaka K., *Nagai Y. Role of lipids in the pathogenesis of
Parkinson’s disease. [Review] Int. J. Mol. Sci. 25(16): 8935 (2024) doi: 10.3390/
ijms25168935

Gotoh S., Mori K., Fujino Y., Kawabe Y., Yamashita T., Omi T., Nagata K., Tagami S., Nagai
Y., Ikeda M. elF5 stimulates the CUG initiation of RAN translation of poly-GA DPR in
C90rf72 FTLD/ALS. J. Biol. Chem. 300(3): 105703 (2024) doi: 10.1016/j.jbc.2024.105703

Ueda T, *Takeuchi T.(equal contribution), Fujikake N., Suzuki M., Minakawa E.N.,
Ueyama M., Fujino Y., Kimura N., Nagano S., Yokoseki A., Onodera O., Mochizuki H.,
Mizuno T., Wada K., *Nagai Y. Dysregulation of stress granule dynamics by DCTN1
deficiency exacerbates TDP-43 pathology in Drosophila models of ALS/FTD. Acta
Neuropathol. Commun. 12: 20 (2024) doi.org/10.1186/540478-024-01729-8

Kakuda K., Ikenaka K., Kuma A., Doi J., Aguirre C., Wang N., Ajiki T., Choong C.J., Kimura
Y., Badawy S.M.M., Shima T, Nakamura S., Baba K., Nagano S., Nagai Y., Yoshimori T.,
Mochizuki H. Lysophagy protects against propagation of o -synuclein aggregation
through ruptured lysosomal vesicles. Proc. Natl. Acad. Sci. USA 121(1): 2312306120
(2024) doi: 10.1073/pnas.2312306120

Ito H., Machida K., Ueyama M., Nagai Y., Imataka H., Taguchi H. Reconstitution of
C90rf72 GGGGCC repeat-associated non-AUG translation with purified human
translation factors. Sci. Rep. 13(1): 22826 (2023) doi: 10.1038/541598-023-50188-z

EEER. $43E BERBAEFR ERE 'DCTN1OHBEERIBER b L RBROBERE
Z5|E#2 L., TDOP-435HEZ R 5.1 (R6.11.21-23, &B)

R BHA RBRFERZb REAMER RS #m)

Gotoh S., *Mori K., Fujino Y., Kawabe Y., Yamashita T., Omi T,, Nagata K., Tagami S., Nagai
Y., lkeda M. elF5 stimulates the CUG initiation of RAN translation of poly-GA DPR in
C90rf72 FTLD/ALS. J. Biol. Chem. 300(3): 105703 (2024) doi: 10.1016/j.jbc.2024.105703

Uozumi R., *Mori K., Gotoh S., Miyamoto T., Kondo S., Yamashita T., Kawabe Y., Tagami
S., Akamine S., Ikeda M. PABPC1 mediates degradation of C9orf72-FTLD/ALS GGGGCC
repeat RNA. iScience. 22;27(3):109303 (2024) doi: 10.1016/j.isci.2024.109303

Uozumi R., *Mori K., Akamine S., Ikeda M. Protocols for identifying endogenous
interactors of RNA-binding proteins in mammalian cells using the peroxidase
APEX2 biotin-labeling method. STAR Protoc. 9;5(4):103368 (2024) doi: 10.1016/
jXpro.2024.103368

A BRHE (BERAZE KEBIETERN %%

Shiraishi T, Matsumoto A* From Non-Coding to Coding: The Importance of Long Non-
Coding RNA Translation in De Novo Gene Birth. Biochim. Biophys. Acta. in press.

Matsumoto K, Fujimori N, Ichihara K, Takeno A, Murakami M, Ohno A, Kakehashi S,
Teramatsu K, Ueda K, Nakata K, Sugahara O, Yamamoto T, Matsumoto A, Nakayama
Kl, Oda Y, Nakamura M, Ogawa Y* Patient-derived organoids of pancreatic ductal
adenocarcinoma for subtype determination and clinical outcome prediction. J.
Gastroenterol. 59(7): 629-640, 2024.

Shiraishi T, Katayama Y, Nishiyama M, Shoji H, Miyakawa T, Mizoo T, Matsumoto

A, Hijikata A, Shirai T, Mayanagi K, Nakayama KI* The complex etiology of autism
spectrum disorder due to missense mutations of CHD8. Mol. Phychiatry, 29(7): 2145-
2160, 2024.

R St ek EaRER %)

Shiino H, Tashiro S, Hashimoto M, Sakata Y, Hosoya T, Endo T, Kojima H, Tamura Y.
Chemical inhibition of phosphatidylcholine biogenesis reveals its role in mitochondrial
division. iScience 27, 109189 (2024) doi: 10.1016/j.is¢i.2024.109189.

Genge MG, Roy Chowdhury S, Dohnélek V, Yunoki K, Hirashima T, Endo T, Dolezal
P, Mokranjac D. Two domains of Tim50 coordinate translocation of proteins across
the two mitochondrial membranes. Life Sci Alliance 6(12):e202302122 (2023) doi:
10.26508/1sa.202302122

Nishio K, Kawarasaki T, Sugiura Y, Matsumoto S, Konoshima A, TakanoY, Hayashi M,
Okumura F, Kamura T, Mizushima T, Nakatsukasa K. Defective import of mitochondrial
metabolic enzyme elicits ectopic metabolic stress. Science Advances 9:eadf1956 (2023)
doi: 10.1126/sciadv.adf1956

AR MRS (Ekkeh: MR AR £ I 7 2ENF 8u8)
Igami K, Kittaka H, Yagi M, Gotoh K, Matsushima Y, Ide T, [keda M, Ueda S, Nitta SI,
Hayakawa M, Nakayama KI, Matsumoto M, Kang D, Uchiumi T.

iMPAQT reveals that adequate mitohormesis from TFAM overexpression leads to life
extension in mice. Life Science Alliance, 7(7):202302498, 2024.



KH ToH (BEBEAREAEE HHEPR 8ig)

*Sakuma K, Koike R, *Ota M, Dual-wield NTPases: A novel protein family mined from
AlphaFold DB. Protein Sci., 33, €4934 (2024)

*Koike R, Ota M, Elastic network model reveals distinct flexibilities of capping proteins
bound to CARMIL and twinfilin-tail. Proteins, 92, 37-43(2024)

Ozawa, Y., Anbo, H., Ota, M., *Fukuchi, S., Classification of proteins inducing liquid-
liquid phase separation: sequential, structural and functional characterization, J.
Biochem. 173, 255 - 264 (2023).

Anbo H, Sakuma K, Fukuchi S, *Ota M. How AlphaFold2 predicts conditionally folding
regions annotated in an intrinsically disordered protein database, IDEAL. Biology 12,
182(2023).

Fukuchi S, Noguchi N, Anbo H, Homma K. Exon elongation added intrinsically
disordered regions to the encoded proteins and facilitated the emergence of the last
eukaryotic common ancestor. Mol Biol Evol 40, msac272 (2023).

*Kanematsu Y, Narita A, Oda T, Koike R, Ota M, Takano Y, Moritsugu K, Fujiwara |, Tanaka
K, Komatsu H, Nagae T, Watanabe N, Iwasa M, *Maéda Y, *Takeda S. Structures and
mechanisms of actin ATP hydrolysis. Proc Natl Acad Sci USA 119, e2122641119 (2022).

*Takeda S, Koike R, Fujiwara |, Narita A, Miyata M, Ota M, Maéda Y. Structural insights
into the regulation of actin capping protein by twinfilin C-terminal tail. J Mol Biol 433,
166891 (2021)

R 5% GRERY: BRIEM%ERT 8%

Kim KQ, Li JJ, Nanjaraj Urs AN, Pacheco ME, Lasehinde V, Denk T, Tesina P, Tomomatsu
S, Matsuo Y, McDonald E, Beckmann R, Inada T, Green R*, Zaher HS*. Multiprotein
bridging factor 1 is required for robust activation of the integrated stress response on
collided ribosomes. Mol Cell. 84(23): 4594-4611. (2024)

BH BT GisR® RFESHFERAIRBIET R 5%

Lee, M., Wakigawa, T,, Jia, Q, Liu,C., Huang,R., Huang, S., Nagao, A., Suzuki, T., Tomita,
K., lwasaki S., and Takeuchi-Tomita, N. (2025) Selection of initiator tRNA and start
codon by mammalian mitochondrial initiation factor 3 in leaderless mRNA translation.
Nucleic Acids Research. in press

Bibel. B., Raskar,T., Couvillion, M., Lee, M., Kleinman, J. |, Takeuchi-Tomita, N.,
Churchman, L. S., Fraser, J. S., and Fujimori, D. G. (2024) Context-specific inhibition of
mitochondrial ribosomes by phenicol and oxazolidinone antibiotics. Nucleic Acids
Research. in press

M RS GRECRA2R: T¥RUIZER %)

FuruhataT, Choi B, Uno T, R. Shinohara, Sato Y, Okatsu K, Fukai S, *Okamoto A.
Chemical Diversification of Enzymatically Assembled Polyubiquitin Chains to Decipher
the Ubiquitin Codes Programmed on the Branch Structure. J. Am. Chem. Soc. 146,
28538-28552 (2024).

HI BRER Gk ks B2 Bi%)

*Furukawa K, Ginevskaia T, *Kanki T. Re-exploration of all ATG genes. Autophagy Rep 3,
2386194 (2024).

*Furukawa K, Hayatsu M, Okuyama K, Fukuda T, Yamashita SI, Inoue K, Shibata S, *Kanki
T. Atg44/Mdi1/mitofissin facilitates Dnm1-mediated mitochondrial fission. Autophagy
20, 2314-2322 (2024).

DT, #iS8#DmE
*Fukuda T, Furukawa K, Maruyama T, Noda NN, *Kanki T. Mitofissin: a novel

mitochondrial fission protein that facilitates mitophagy. Autophagy 19, 3019-3021
(2023).

Fukuda T, Furukawa K (co-first), Maruyama T, Yamashita SI, Noshiro D, Song C,
Ogasawara Y, Okuyama K, Alam JM, Hayatsu M, Saigusa T, Inoue K, Ikeda K, Takai A,
Chen L, LahiriV, Okada Y, Shibata S, Murata K, Klionsky DJ, *Noda NN, *Kanki T. The
mitochondrial intermembrane space protein mitofissin drives mitochondrial fission
required for mitophagy. Mol Cell 83, 2045-2058.e9 (2023).

LR 5 5A KBk Kbtk AR RERT AR 1L

*Yoshimoto R, Nakayama Y, Nomura |, Yamamoto |, Nakagawa Y, Tanaka S, Kurihara M,
Suzuki Y, Kobayashi T, Kozuka-Hata H, Oyama M, Miti M, Iwasaki S, Yamazaki T, Hirose
T, Araki K, *Nakagawa S. 4.5SH RNA counteracts deleterious exonization of SINE B1 in
mice. Mol Cell 83, 4479-4493 (2023)

BTH 32K (REIRSIAS T¥IFER i)

Ito H, Machida K, Hasumi M, Ueyama M, Nagai Y, Imataka H, *Taguchi H. Reconstitution
of C90rf72 GGGGCC repeat-associated non-AUG translation with purified human
translation factors. Sci Rep 2023 Dec 20;13(1):22826. doi: 10.1038/541598-023-50188-z.

I MIZE (BENDEEREMEN 3%

Asakawa K*, Handa H, Kawakami K*. Dysregulated TDP-43 proteostasis perturbs
excitability of spinal motor neurons during brainstem-mediated fictive locomotion in
zebrafish. Dev Growth Differ 65(8):446-452. (2023) doi: 10.1111/dgd.12879.

Asakawa K*, Handa H, Kawakami K. In Vivo Optogenetic Phase Transition of an
Intrinsically Disordered Protein. Methods Mol Biol 2707:257-264. (2024) doi:
10.1007/978-1-0716-3401-1_17.

* Corresponding author

LI 18— (LWt PRREAR B

" Fukuchi K, TNakashimaY, * T Abe N, Kimura S, Hashiya F, Shichino Y, Liu Y, Ogisu R,
Sugiyama S, Kawaguchi D, Inagaki M, Meng Z, Kajihara S, Tada M, Uchida S, Li TT, Maity
R, Kawasaki T, Kimura Y, Iwasaki S, *Abe H. “Internal cap-initiated translation provides
efficient protein production from circular mRNA” Nat Biotechnol, in press.

*Schneider-Poetsch T, Dang Y, Iwasaki W, Arata M, Shichino Y, Mourabit AA, Moriou C,
Romo D, Liu JO, Ito T, Iwasaki S, *Yoshida M. “Girolline is a sequence-context specific
modulator of elF5A activity” Nat Commun, in press.

Ishibashi K, Shichino Y, Han P, Wakabayashi K, Mito M, Inada T, Kimura S, lwasaki S,
*Mishimay. “Translation of zinc finger domains induces ribosome collision and Znf598-
dependent mRNA decay in zebrafish” Plos Biol, 22(12), e3002887 (2024).

*Shichino Y, Yamaguchi T, Kashiwagi K, Mito M, Takahashi M, Ito T, Ingolia NT, Kuba K,
*lwasaki S. “elF4A1 enhances LARP1-mediated translational repression during mTORC1
inhibition” Nat Struct Mol Biol, 31, 1557-1566 (2024).

Saito H, Handa Y, Chen M, Schneider-Poetsch T, Shichino Y, Takahashi M, Romo D,
Yoshida M, Furstner A, Ito T, Fukuzawa K, *Iwasaki S. “DMDA-PatA mediates RNA
sequence-selective translation repression by anchoring elF4A and DDX3 to GNG
motifs” Nat Commun, 15, 7418 (2024).

"Tomuro K, "Mito M, Toh H, Kawamoto N, Miyake T, Chow SYA, Doi M, Ikeuchi Y,
*Shichino Y, *lwasaki S. “Calibrated ribosome profiling assesses the dynamics of
ribosomal flux on transcripts” Nat Commun, 15,7061 (2024).

*Ichinose T, Kondo S, Kanno M, Shichino Y, Mito M, Iwasaki S, *Tanimoto H. “Translational
regulation enhances distinction of cell types in the nervous system” eLife, 12, RP90713
(2024).

TTeyssonniere E, "Shichino Y, Mito M, Friedrich A, *lwasaki S, *Schacherer J. “Translation
variation across genetic backgrounds reveals a post-transcriptional buffering signature
in yeast” Nucleic Acids Res, 52, 2434-2445 (2024).

Apostolopoulos A, Kawamoto N, Chow SYA, Tsuiji H, Ikeuchi Y, *Shichino Y, *lwasaki S.
“dCas13-mediated translational repression for accurate gene silencing in mammalian
cells” Nat Commun, 15, 2205 (2024).

7R —F

R6FE2H24H  HABHERREEIRY I +NTAR—2

[3harRY77 AN #1 GEEE Sb&Eth)

— R S EEDOMIEN R THAHINIL R TR T —2I, EMZEREREICRU TS0 DA NV ML, 3
BENT ZAR—=ZATIBRBOEMFEBZPLNETY 7, EBEOBERREOBFBREEZHRLELT, 74 RT—r%2{To7-. HiiHR
HETRY 7 —IZBML. MEENOBEREERE LI, SEHHIBEONT AR—ATRTHE—AT Y > TN EFTBIA
TR I—F—%{Eo7c. HARBV T AMNTCIREMBELY 7P REEELY 7 2ED R, SDS-PAGE H > 7V, Vitrobot
BiE (HE) . BAWRERELZEOERBZBBLZ. Z0%, BRNERHEZHRT. SMEPETRY 7 —CTE-7-E RS RE

ZHNT, S522RNMER -7,



R6£E6H8H

R64E8H26-27H

R6%12H26H

HARMERREIAY D +NT AR—2

[IbaYRY7I AN #2 (GEEE 3bEh)

— R REFEMFICEMEZOMERNRTHHINAVRITET =S, EMEEZERICELCTHSI12HODA RV b
ML, IAYIFTRIAIVAN—7%ITWV, IFAVNITORFIOMEEZFTPVLTIFHBAL L (Youtube
WKEHEZ2H). 3BONT AR—ZATRE7HA—AF VI > LV 2HERAGKBI—F —%2E>72 YA IV R
F=2TiE YU TEORRBERBHEEBP YN IEICEEREINTOLSIOTERBICBTVS A, BXICITHEE
WHRIDR T ZNERPVETIETELVWAEFRANOBEEFINERTIIE (REROMEHEE cdbfni.
https://www.youtube.com/watch?v=H93UWTDTIVc

BREAVY— oy (REIERZETITPIEFYI/IR) (HOZER)

RERELENEFEER YA 2AATx
[ 23 7 BREZE R NSO EmRNE ] (HO%E)



ZHER

B FHR G GEsRT B RARAR Tk

BASEHARAES = RE
[DCTNIDHRERBIZAN 2R OEEREZF L, TDP-435E2(HET 3]

KH TTH (BEEAEARE HEEHIER 5%iE)

20245 ) —NIVEDPLALRHMICHEEE L¥E
5> 7E DR - HEHR ]

IVER FEES (B AR SRR WiE)
(R EREMRIETET %S

XEBIERERY HFREEHE
[RNA AL > 7 ORIRRIRZRENE / FIf OB

HAMBEN 2R EFRBEFRRE
[HBRICH VT microRNA IZWD - ECTHREEL TWADA?]

W RESE (HETREAEE TERMEN Bi%)

SB18ENA AR LS AR DY L HEHE
MEFIR 27 O IEBERIMERTE /T UIARI Y )7 B O 53 FRFE RS I |

G 2B Bk vra- 377 00—ty y—)

20244 [58EIEVAESE ]| | —RIEFIEAROPEE
(%85 (ALS/PDC) OfalR ¥ L5 b N2 F 7 ARMIAER RO

W OB B R

DR ILVFTI7EYy b TPATA VR Za—AVLY—F452 BRIV LET. TZICOH., 2L 0%4EH. HFER.
REDHFLZICHHIVEZEEELAZE DEVHILBL ETE 9, REEBIZFERORKEREE LT, 9IS, EREAH LIRS
NE Lz, BHEK - MAEBHELEZIICD, BBEAHEOEZICCRNIKESVE LERATORXA U N—DEREDO BT T, &
THHERES LWEBERBIC RS EBWET, 72, 8HICIE. HEK - S} EMMRZEO/NFHIESAZHROMI. BEFT—7
vay ThHEENE Lz, BBEEPETT I a v TORTE. I =T 4 V7 LR—- 0 BEREREREEDIAY M E
LTCVAZ2—=AL Y —=TBNLTVET, MAT. 5T, GHEEEOMERR L T LOTHEHLTBY £, TOSERD
HEDERO—IH 2B LI -> TV T HEENTT,

YLVF Ty bUTA VX Za— ALY =, ChELBELTRKEELDETH, ThETELOHIERRERE
BIREMLEEZVLREE LI L WD TREHR L LTI, SBROEROMANEDLSTHERET LI E2HE->TBEVET,

Za— ALY —REHEY  EEEERY: TEER

2020-244F % PHFE M ZFEHEEZE (A)
P SVFT ey b TaTA YR R LERT 28 N HOMA
/ﬂ"r tE\\ Za—ZALY 48 2025%2A RAT  meA TEKE  waA HO S
WY A [SHNEEE R FREHR
MII7eyh-TOFAYR T603-8555 FEFHALX FERAIL  HEEIEARY: EaBlAEs et il s

BXLEES397 178088 multifacetedproteins@gmail.com

A

&

[=]
i

http://proteins.jp/




