JLiEE K

> HOKKAIDO UNIVERSITY

PRESS RELEASE :018/1/17

RAEE N—F VY VIERZE EERE TIMBRERERRZER
~Z ORI BT B BETERE~

0 o 7
C REDHEAMETCRERLTHETH L2 EREMELRBICEVT FHILWEERZRHEL, ZOBEBEORE
JRRA Bassoon BIZFDEAL Th B aJfeE%xFH R,
- COBEGTFEND, BREUEEICBRT I NAMAVERBEOEECFET HAIREMLH B,
- RERREROMERCERLZENE, L UVEELOREO—BhE L2 I LTINS,

BME

IEERFEARLREFHERDRIB—EOEZIR S DRI I —T 1S, BEVEL /S—F >V VIER%E
FRERET IHLVEREUERNH DL L ERKELE L,

HREMREE, MOBHORTE OMBRMEENRLICIEATOUCRERTTA, ZOREIFL< D
Do TWEHA, SE, ARIN—THER LD, BEYEL/A—F >V R 2 EHRERE L,
BEZNIOBEESZOMBLEM AN, 3UE— 4 UE— DX IEREV?OEEEMHS HFL L
REUELTT,

COMBRENRBICH LEGCFRINEZER L= 25, MIRIRKT VT4 7V = 3 TClERImES
%9 % Bassoon ERE % E Y HY Bassoon (BSN)ELFOEIZRHLE L, IHIS, §9FT
WN—F v UFEER CETHEZ EEREY) ORWHH S LEBRKRZHIN TV BEZ RRICERTF
BT AR LI 25, 20 10%IC BSN BETOELH Y £ L7z, BSN EEFICEEFE/%E
BALMETRET 2L, ZOBRFEMICKYRAEDOR VEABHIERT 2ABEELIRD b
Fl7o COMBREIL, MRIKKRT VT4 7Y = LR EMOBEEARE L HRTYD TOR
EThHY, FEREOMBOERLZENE, FTLWAREOHRICERET I EMBAFINET,

nE, AEREIL, EEEEM20184F 1 8 16 B (k) 2B Scientific Reports 5 ICBH s L &
L7

faliee e
BassooniBiE FOEIL

BETHH o coonmzsREENE T RETo

BOEd. mEkTEQSE
EtEDEC TRE) S0,
EHRiCEERETD, 8612

ﬁ%gg@%ﬁﬁ BEMNZ—VICEE. > I} %ﬁg%§§§§
-_&( .:g e o
ME}Y_:F:;‘J:‘/‘ FORINF = r..(’a \ \ - wodr THEEEER ﬂtb‘]\ggﬁﬁﬂj
sl R - ’
Tt siameans BassoonZ M =
AR

ER. WEDK. R,
EHECABED -,
HOEAEHEE

1/4



(=, ERk&e BN

HREMRRBICIEREEN R VWEBAEREBENSHE TN, TLBE DI > TV EVL DL ZWNE
RiChY £9, RBEBRO ORI V-7, REEOHZ (=EUCEROEHREN L S) FBRE
ENX=F ) VIERE ERIERE T MREMERBZRRE L L TEEL £ Lic, ZDRKERD S
CDERBE/NN—F 2/ VAERR CEITHR EERRE) DREWAH D EDMLE LI, BRLAEE
DI HUL B >7c 1 %L DORz MR EZNICRT T2 &, BF, KB GIKRTKR RBELLCCFE
N2 DEALZ R OIHEREED RO ONE LT, ZDEEIL, BERBICHRRRMEIEEL HEET
L7 Ty ng <~ —BERAMETHD oD L3 AR ERooNT, 3VE—hed -+
DREVEAENERL TVWE LT,

COMBIGETHERZ EMRER EDOBERMO/S—F > VIEEBRECRAEL FBHONICELR AR
THY, FVERBOEBIBZIHLUWVEERE (8 UANRF—) £EZoNELT, INERIS, £IR
EED® 2 RNREBOIRRERPZBiE L TELTFBITZ1TV, TORBREBEATSETA—F />
REMREE CEITHR EMEME) L E DML TOWRERED G WEEZWRICETFENZITOE LT,

(FAZRFiX]

BEDNAICHL, KR -7 T v Y-V 2T R Y — LB E WS FRETICAVE L7,
£72, 7 v bo Bassoon (BSN) EBEFIEETFEMAEZEAL HEK293 fifaic KRS E, XxVER
BoRHEHERL £ L1

KRR, BERPAREREZHAEEERANRPHE, RESRESHE, RELCIHE, FF
WMEPHRE, HIHEARR, AITAFAZREZ SRR ERRES, BRAFEDIBEEANR,
BHEAFERKRERNEZEAR, RRBEZREMRAN, LERKFEFZZIRZRECFDOLHERILR
e e LTCERmINE LT

(FAFRAR]

RIGEDOH 2 BE RIS, BEICETER EERBEORRELRTF L L THRESIN TV IERF
NR=F Y VECRMEORRNETFREEZET 50 BERFAEFAERTELHETLELED, £
NODOBETICIEREREBREIZERARBOFEATLIZ, 22T, KR —7 TS —2HWTHEIC
BiTZ S 9, BINELFICREEIFEDIA VY REZEY " NGFHETHIEEZRELE LT

BSNEEFHhHTES BSNEHEIE, MR EKT /T A7V —VILHEET 2L TCHLREARERE
T%, TD BSN BEFICOWT, BEIT/S—F >V ViERRE CETHERLEERE) OBWHAH D &
BRAREZMT SN TWRIERE DT WBEZWRICET L& TA, N 10%DEEICEWT3IEED IR
LU RAEBENBOONFE LTz, INLDELRFENMIIBEET —XX—XJEZRHLSBWLD, H-T
H 0.5% AT DENBRENT, BSNELFIEFRHRICELL THIRT 2EAEZEGRTHI N D,
CODEBOREISRERLEBET A EMNHEEINE LT,

RIC, BEFEWREEALI-Z7 Y b BSNEERFEEALTWAEWT Y b BSNETZFZEA LM
ATV ERBET BRI 2L, BERFECZEALI-AOMBETRAMDO X VERBN S CFE
THAREMA RO oNE L2y CORRBEFHLWEZ VA NRF—DFEA DA LETRTEHDTT,
F7z, BSNEBEFIINEGBE EHITHDTEI L0, MBICHEVWEVEAENMICERET 22 L bHE
INTWBZ e L, MOEBREEELTWAAREELERINE T,

2/4



[S#&~DHIFF]
COWRBARIIEREERT 774 7Y — v EBREMDOESOARMEZRE LEAHRTYDH TO
BETHY, N=F 2V VERCHIEL £ & 2T 5 R E MR B O BRI IEH L ZINE DR,
OWTIEH L WAEEORAEO—BhE B2 T ENARFINE T,

X 1EER

W% Mutations in bassoon in individuals with familial and sporadic progressive supranuclear
palsy-like syndrome (REEME R IR MEETIHER L 4ERREFELIOFEEEER ISR O b7z
bassoon BfzFZ1t)

EESL Rup—BR, ROME' NMEAR? ZAKRLE® SBHHY &) B2 aHE-! 518
BT, AIEAY B BEL WSER, BEEMEC, NMRat Es &4 Il =
S, BIRRSE T, MHEMELES BB, FREE 20, KR Y, HEbfag 212, 534
FKRS5 BILER BEME-3 E4KRFE! (HUBEXFREREFHREARARFH
=, ‘B ERFAEREFSHRERSRBEFHE, hGIRFEREREZ TR ERIE
F, MIUBERFRFEREZSMERECFAE, * BEAFEZBEZAR, UBEXRFEX
FhEFMELREHREFRE, 'HILENRE, *REERPRERESRUTTRR MR R,
SHERHEFHRAUEN, "EBICRRARFEZMEE L & —, MLHEXFEZRARFREL
F, VB ARFEBREEREAER)

MEzE4  Scientific Reports

DO | 10.1038/s41598-018-19198-0

NFA EERE 2018FE 18168 (K (> 54 »F)

BREVWADLESE
LEEXRFAFREFHARARFEZDPEFMEANREHE EHR RE— (PR1bH59)
TEL 011-706-6028 FAX 011-700-5356
X —JL  yabe@med.hokudai.ac.jp
URL http://neurology.med.hokudai.ac.jp/~neuro-w/
[ Epg
BB FEFTBESLHREE (T060-0808 #LMRHILX L 8 &5 T B)
TEL 011-706-2610 FAX 011-706-2092 X —JL  kouhou@jimu.hokudai.ac.jp

3/4



(FAzEARER]

*1 N—R DY UERE SR Y VERRE D BIEMEC KoY, BRNEC AT, TN
YANBL ST T BERE /A —F Y ERE WS, N—F VY VERZZET IRGBEORL
REIZAN—=F 2V VRED, TNPADRBTHLNX-F VY VERZZETDHI A HD, £DLO%
[N—% 2V BTN =RV Y VERE 2T BIRE] &, SRV Y VEREE 0, %Y
VUEBBICEENIRKRMEE L LT, ETEREERECS REERER 1S 2,

*2 RVEHBERVFNF— 1 XUERBEEIE, MEROMBEOFRICHZHNE EFITNDRE S
BETH5EABNDI &, TILYNA 7 —RIRAE, AUSREISRAERANEE, ETER EERE, KINERE
ﬁfﬁ‘&%lif& tﬁf? 73@%%2@{9%%’( NA L2V EBELNERT 2PN TV, X
VEBEI, BEORMAICHIHNEREREDOBHEVELOBICL-T, 3V E—hedJE—+H
D2BEICH T OND, TIYNAT—BRBAYETIE3 Y E—bE 4 ) E—bDOlmAD, FISERIEER
WAMETIE 3 Y E— b, ETHREMEMRE & KNRBEERESETIE4 ) E— DX VEQED
BBEITAHILEAMONTWE, COLILBEVERENERT 2HERE, XUFXF—EWI,

*3 MIRIRKRT 7 T4 7V — v 0 RO ARG X, B OMIREE EET 5 F T REBRL
THY, TOVFTRENL TRAGEREEDEEZZITEL TWD, 77747V — i3
DIFHERIBICH Y, HRIEPBENZOAEINY F 7RNBEFEEL T, FIOHRMIZ~ DRI
EYEOZITELICRL, BEEAKREAEB-S-TWDS,

4 ETHREMRE - =% 2V VERBOARIER, RAE, RIEFHEE FICLCTZR
LRHDOB=OEE), (FROPHOEE LY D) Beh oL LIEHROEIHNEILIS I NS,
WARIC4)E— DR VEENERT 5, BENDERZESHVWEEDL LW o, EELERKD
iDL <, TCA>THoDERITIILH TN b H D,

*b RN ZEL U VBRI SNAZVERENHRMRENICEE LD D, FRABREX T F /T
— DRI R 5N 2 REBEFRIFT R,

*6 EAW T TAYNAT-BRAMEDCKICRONZHBEBELHMRE, THIELTIAA K,

*7 IRLVRER: BEFEERT 2 DNAOEIIAZNT B LICE>T, 57 I/ BAMD
T/ BRICENT BEE,

4/4



