AR ECFIARE
FEMFRE 5K E (D.Sci.)

(0) AE 2 FF
SR EY
F—)— R ¥EAVINDE . PANST VRS TIESE ., KRB,
RTFE: N DUBF—1  NGLYT

() AREREATEE

RIF FN-TVHH—T (PNGase) [FHEAVINDE HBNIERTF o7 ANSF U E R (M) FEiH TRt T 58
% TY, EXMEOMIRECL(TEE T DPNGase (E MERF 4 : NGLYTN) (E . BEERICBVWTHLICERK SN
EEBIVNDENREEEEED—DTHD/MEIARESfi# (ER-associated degradation; ERAD) [CBENZ 5
FTHIENLGEREENBICEL TNET , — AT NEHEHOE S BORRFIRAEZDEEAEDEIAEINTZEL
2CEVLDICH L. NGLY 1 PZFDMDEEIC LTI T B SN ANEY #ESH (REBENE HESH  FNG) DA B HE4E (3
FENEFRBBDFEETT , cOIEUVY—LRDHEHORBIBAXEREMCHVTRLERNG ., HFE(CHER
SNANEEYZENRBRETHICEENOT REELBER. MVAR—I—DHZFETIENELNTT,
FRIICDFERMBIAGRBIEIBOABAEENDIEELIC. TN BBDOEBBEEICOVTHRAGBAENLOIE
EEHTNET,

(2) 2021 FERRESHEDOMEETE

NGLY1RABIEIINGLY FEIEF N ERIZE>TEIEFRISNIFHAKET. RREEOCH A EFILEEEE,
TADMA, BRELGERABEELERERET S, _NFETHRAZEAERIELDOERFME (T-CIRATH
TSL)IZBNT, A B TEECNGLY 1 RIEE R F LB LORBRE R T Nely -KOSY R DRAFEIZEIIL TS,
AEFEFNIZEIEHE, EFARELGTYIRETILELT AR RV IR E L THEASN SC057BL/6 (B6) <
DA, BEUBEREDEXRRZYVATHDHIFITIORERNT, TNEFNDNly-KOT 9 R T EFE
THHLEOD  BITEDHLETELBFITHR (JF1/B6F1) AEBFEFRELETILY DR ELTHEATES
CEERHLEN], Bontf=Ney-KOR I RITHREBIE. EEKEEEELE . BEDOERICEI-RFR
FRLIz. &= PR EBROMERICHEONT, AEFFURAV VB OEBEBMNERINTz, TN ETNGLYT
RIBED/NAFT—h—ELTRIESNI=Asn-GlIcNAcD M3, ELUVRPDEZRTEL-ETA. Nely1-KOT
DRAIEHEMNLBERL RSN, Asn-GIcNACHINGLY B FRIEDOI—h—ELTLESFIALBHIEMNTRSE
iz, ERERRTHo= Nely-KOTYRERRY  SEIF{LNTJF1/B6F1  Negly-KOT O RITEERE =N
—THY. FABENEL., F-EETILEMELTNGLYI RIBEDHEICHERLY—ILELTOMIEAEA
#FSnB (11,

MEEET-CIRATOS S AICEWNTRREICHIILI-Nely -KOS Y RE B W T B FABRDO A REEZRETT
HBEMT. ZOREANICAAVIZAWN-EMNGLYHEIGFDEAZTo1z. TOHR. BEEFOERAIKREIZK
ST, PR ROBEICEINGLYIZV N\ VB QORKBRLAHERIN ., O—20Y BT O BB ETICE>TE
ENREE DRI EN R TE T, COFERIZEY . Nely 1 KOT YDV EL— D RITETBEN AIC
FOTEKRDBRENTRETHY . NGLY T RIEBIED ABEDRRICERALGETILTHAZLEZTT LI, K
FEHT-PBRHBERINAEDA NGIEMBRE THAZ LN REITRSNT[2],

EKARIFINFETBE Ngly-KOT O RADIEMEEFEEZRIE T HEFEL T, NGLY 1 EEIHRMIBE (2H 11D NV
FESEDRHIZEA AHEER . ENGaseFBALMZLTE =, THH. Naly7 Engase®3 T JLKOY ™ R [E—ERFE
HHIEEZEEEEL, ZLDFTILKORIRIFIELULEBENATEEELD, — AT ChbDHF T ILKO TR
IERICEVREL., BB OZEMEVSIZNGLY I RIEERBFEXBOERKRETRT LML, TORBEINF| DN
RIIFREETH o —H. RREBEFREAE SHEFEIEARELSLOARAEDOHER. 2EXTF
DEMMTIERDIE., FEHEERBL. LKRBICRKITT DFbs20EEFERIBSIE DL, Nelyl Fbs2DF T
IWKORDRKIFXFZLITHEMBIEMEEEL, £EEDITIRILEBBEEN IEE T, Nely iBIZFHIRIET
BIZHLEADLLTERBIZHELULE-RBEELEGRIBNIENH o=, SEIZ, HIBBL RV TNGLY TEGFER
B E-ErAEEEMEICFBS2Z BRI -2, MANIEETET . SEMLBITOREER. NGLYT-
KODFAZ TFBS2AVBE|IZEI<E. RRDEI T FILTHAIET DAIEXFF UL EEITMMSNI=FEI /XY
BAMBIZEREL. EE2O0T7Y—LDHEENETL., MIEEESIESHITIENALM L= (H), &
D ESIINGLY 1 RIBFEDREEAN X LD —IHZEFBAS M BEELIZ, Fbs2-KORIAMNEFEIZEBE LRI
BAESGREGNIEN D FBS2DHEEEF A EFIANGLY 1 RIBEE DB AEELL THRELBAATEEMEN R



S r=[3l.

NGLY1D#RER 2IRREICH T, FBS2W'E M EHIET I AN XL (RER) [3]
(B)NGLY1H IEE K REICH T, ERADICEN D fEEN DAV NV E (BEERFNFE2LI1ZEE) [FIEEICIEF
FoAesN., FOT7Y—-LICE> TR fEER (15, — A (Z)NGLY IH'HEEER £ K BBICH VT, FBS2(C L5883
NOBOERERBIEFFUENBIERISN, ERUEIETTF LIV WDE PR TIOT 7Y - LOMEETR &%
11zbT, FOIH. MRETOT7Y—LOB T 12y OB EH|ET 355 R F. NFE2L1 &2E L LESET B,
NFE2L1 BAEFERV INDBE D8, FBS2(CLH>TAEFFULSN THIBERICERE L. F0HisEE I (cT077Y
—LOEEFR20RENBEGEL. MIEEESIERL T, (RIdFujihira, et al. (2022) J. Biochem. 171, 161-167X£hD
51F)

NGLY1RAEBFEIF2012F (LR RN FE RSN TLUE, T TICHFE R TI006| LL EOBELNENSNTHD . ZEFVIL
LEHETESNTETWRH, TNoDTUILICEREEEDRHZ 0., FLEZOEREFEFHCERDEEEICEEN D
BN ELVVCERELFHATHD, FNE. FICHEBRMERTA VB ELEBREFHAEENFELENENE
HATH?. SEFERIENGLYI REBEEEICINETRONOTNB2IOEET7IIIEHRIE, FELTEALINILEL
ERERTF R AVEEERIEZEITL., 3IDD7ILCHENT, FFERIELEATI0-70%DFEFEMENH D EZBHLMNC
Uz, Fh. FECRTF FE A DRI LEIRIRERTF R (GOP) ERWVE Py AT HZICHESLL . B R



BeAVWTLREROIOT7—FEH0EE 2T (CBERFMENRIE H KD ENHLNER, COGCPEA
WEFERRIEEL. SBREBOZEICHERATESENEAFTES (4],

NGLY12(CE>THERK T HFNGs(E, BEMBENICETR LTS (MAZNFNGs) . — A, A H 2 EH 2 GBI
OmERICOTIVERZEIFR TR IGICE DA/ FNGsZRITE LTS . FAZAFNGs(d@ F 12 TT R EmD GleNAc( 1
HETHZGnI BN, #FSFNGs(IE (TR TR IFICGICNAC2TEEEL - TIVE (Gn2HY) , S BT Bt i dH
DR ELEEHI UECET. CNFTRATIBN G BFNGs® U 7V B - B L B MEFNGs . 3V DA THE
([CRONBDLIGITUILTD b—A/LacNAcEL W TAEE N FITZIC R OVofz, ChoDFER Mo, MREs DRt FESHD
ERBEBEINEFTEIAONTIVELNL T EZHRTHN. TOERMIEIFE M THEENRIESNE[5E],

SRE5 I FHEEMNEEES LCFORIBRA (FUI-IUEESHEHE) B LUBHEICR B Utk OB HEHDOFTIR
RO FHBORBEITOIEEEIC. HRALBEMBEOFEHEE AR, RBHEZBHALNCL, LBHEEEMZD
Rihho#EEOEEHISED, T NGLYTDIDAILH (T2 #EEEEEMICARMTL. NGLY 1 RISFEDIREERIZDAN
ZALOEBAEEIETEEL(C. T-CIRATOVSLICHITEAEERFEOAERICTIRT S,

) AREA /\— (20214EFE)
(EEHES) Zeynep Sumer Bayraktar
#|ARE AHRHE
(EEMRE) (PHEA)
rE— B ERTE
RS (FHOZHILARZY T
(RE) RIS
FEshA BARE—

EEBE LT

($6) (FLRAUR)
JHBEF mARHF
(BRImEE) (BT /A—r2AL<—1)
Chengcheng Huang A EF

Shengtao Li AE XA

Stuart Emmerson

INLIZE#R

(4) BRMXFHF

1. M. Asahina, R. Fujinawa, H. Fujihira, Y. Masahara-Negishi, T. Andou, R. Tozawa, and T. Suzuki*. (2021)
JF1/B6F1 Ngly1-/- mouse as an isogenic animal model of NGLY1 deficiency. Proc. Japan Acad. Ser. B
Phys. Biol. Sci. 97, 89-102 (doi: 10.2183/pjab.97.005)

2. M. Asahina, R. Fujinawa, H. Hirayama, R. Tozawa, Y. Kajii, and T. Suzuki* (2021) Reversibility of motor
dysfunction in the rat model of NGLY1 deficiency. Mol. Brain 14, 91 (doi: 10.1186/s13041-021-00806-6).

3. Y. Yoshida*, M. Asahina, A. Murakami, J. Kawasaki, M. Yoshida, R. Fujinawa, K. lwai, R. Tozawa, N.
Matsuda, K. Tanaka*, and T. Suzuki* (2021) Loss of peptide:N-glycanase causes proteasome dysfunction
mediated by a sugar-recognizing ubiquitin ligase. Proc. Natl. Acad. Sci. USA 118, 2102902118 (doi:
10.1073/pnas.2102902118)

4. H. Hirayama, Y. Tachida, J. Seino, and T. Suzuki* (2022) A method for assaying peptide:N-glycanase/N-
Glycanase 1 activities in crude extracts using an N-glycosylated cyclopeptide. Glycobiology 32, 110-122
(doi: 10.1093/glycob/cwab115).

5. C. Huang, J. Seino, H. Fujihira, K. Sato, R. Fujinawa, Z. Sumer-Bayraktar, N. Ishii, I. Matsuo, S. Nakaya,
and T. Suzuki* (2022) Occurrence of free N-glycans with a single GIcNAc at the reducing termini in animal
sera. Glycobiology 32, 314-332 (doi: 10.1093/glycob/cwab124)

*=corresponding author



https://doi/org/10.1186/s13041-021-00806-6

Supplementary

Group photo of RIKEN Glycometabolic Biochemistry Laboratory

Group photo of T-CiRA Ngly1 project Team

Laboratory Homepage
https://www.riken.jp/research/labs/chief/glycometab_biochem/index.html



