125, 420 B A R R LA P TDPASHU A S e, B IR EIER: M N
AR NBBTERT R (REN) 2B 5, BENBHERT RITIEH TH D,
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[X]26. V7 d N s ¥ —
e 50?“4 Y7 2N, T VAV G RER BT R, T T AR &
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X27. BmEE ORI ERTA, HE R (RED) IR LE STV, IEE
EROLZDCEMIZERBHEAEIELE > TWAR, BEIZZVA—VA(RR) I
K0 EEENLIIES TN TVA,
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HEATHERE BV 31T 5 BBIR & 5 TIREORE A ORI

RERFEZRFERELRE MAREFXEK
FREEAF
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g

AD: Alzheimer’s Disease, 7 VY /"A = —¥57

ADL: Activity of Daily Living, B % 4£J&E&h{E

IADL: Instrumental Activity of Daily Living, FEx#) B EETEEHE

AGD: Argyrophilic Grain Disease, & $REERIME %K B

BBAR: Brain Bank for Aging Research, Blo&E 7 L A LN 7

CBD: Corticobasal Degeneration, £ 3 %2 HIE

CDR: Clinical Dementia Rating

CERAD: The Consortium to Establishment a Registry for Alzheimer’s Disease
CFT: ''C-2 B -carbomethoxy-3 B -(4-''C-fluorophenyl)tropane

CVD: Cerebral Vascular Disease, ¥ & [EE

DG: Dementia with Grain, &SRR EAE

DLB: Dementia with Lewy Body, \ b —/MERIZERAE

FDG: ®F-fluorodeoxyglucose

FDOPA: 6-'*F-fluoro-L-DOPA

GFT: Glial fibrillary tangle, 2"V 7 [FRH#EE L

HDS: Hasegawa Dementia Rating Scale, & &)\l HBHIE R 77—V
HDS-R: Hasegawa Dementia Rating Scale, Revised, tiT R & JIIXEHREER 7 —/v
MAP: Microtubule Associated Protein, #§/I\& BI5# & &

MAPT: Microtubule Associated Protein Tau, ¥ V& H

MIBG: I'2-metaiodobenzilguanidine, 123-2 — RR_RU LT 7 =V
MMSE: Mini-Mental State Examination

NFT: Neurofibrillary tangle, ###&F#RHELL

NINDS: National Institute of Neurological Disorders and Stroke, [E M. tH#&RH & - fMZE P HFFERT
NMSP: ''C-N-methylspiperon

NT: Neuropil thread, =2 —B /LA Ly K

PBP: Progressive Bulbar Palsy, #1T# BRI

PD: Parkinson Disease, /3X— ¥ Y /¥

PDD: Parkinson Disease with Dementia, FRFIE % % 5 / =X LY UK
PSP: Progressive supranuclear palsy, #17PER% B BRE

PT: Pretangle, L ¥ 7 )V

RAC: "'C-raclopride

SCD: Spinocerebellar Degeneration, ¥ B/JNMZ tEE

WAIS-R: Wechsler Adult Intelligence Scale-Revised, 5]V = 7 2 7 —HERE

(933
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%%, HREZPWERICESIETEBERERES LA
v DEE

1. RUBIC

(1) PSP & X

HEFT AL b # R (Progressive supranuclear palsy, PAT PSP)iZAk AR AE DR AR B
T, R—F 2V UER LR E S T L L. Atypical Parkinsonian Disorders D H Tk
LbEERFRREBO—DOTh B[1], HRFREFHIIIHRMABE & 7 ) A — X 2K,
BREM, BE. FRECRD., £ IIEHERGRECTN Y UG THM L 2 2 HRRREL
LA T NFT), ==—08 LA Ly F(ELT NTs), Tufted astrocyte(LA T Tuft) 2389 TV 52
A{LFEMITIL, Sarkosyl RERBEOH S VHikGERET 2y FTHRER4 I E—MNR)F U7
AT ANINOHEEENTVS[3], BEFEMITIZ, MAPTRIEFD T A 775 PSP
EREEZBHTVS[4] 5.

Q) PSP DEES

PSP & B & B3 H < iZ Critchley OBRMEE/NN—F > Y = XLDE /) 75 7[6]ThHE
NHENTEY, TOMIZ L REOBEKFT R, RERROEFREIIBA SN TWI[7] (8] 9]
M. ERERHE LRBEREOTEHIIMN L IR I T\, BRFEFNEREL L T TR
#H XN 7= DT 1964 4F Steele-Richardson-Olszewski 512 & - TT&H 0 [10][11]. ERRKFEFEH
WAL LT &N7-1-%, Steele-Richardson-Olszewski FEMERE & HIFIIN TV D,

(3) PSP D
HE T 1988 4E Golbe HIZ X > THKREIZ 10 HFAHKY 139 ATER 10 FABHTZY

0.3-0.4 ADRER[12]EBE SRS, BEOEENLOBETICLINITHEREN 10T A
WD 64 A, EFI0FTADHEZY 54 A\OBREETHEBEOPTIIELITHEL®L 8o
TUWVB[13-15] [16], ZHLid. BERERFIERBBTEAE(L, 2108 Z OMICER S, BErERBE.EL
Erk. BB E > TRERZOLORBR oI b, RENEESNDH, —F TH
BRCOBENRENTVBEFNDRNE N BB H H[16], BATIL 1998 FEELELH
REDOTHETHRRIZI0 FASHLY 19 ALHEEINL TV D, UBERZFEITENH 10
FAIZ 4~5 AL HR SN TWS (ERERE v ¥ —K— A~— http://www.nanbyou.or.jp/
2k 3) ., LA L, PSP & DHEBEZEFH STV 3 ¥ Vi{ET O HI haplotype (% B AN T
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SRCEDONANTIL VO RESHE I LEEXD &, BKL Y LEBORENB L,
BB SN TVRV T —ABBESH DT L BB END,

@ PSP D FHRE: FUFNRF—IToNT

BAETRZU()DUEEEZTTREBEY VA NRF—LBHTILICR-TRY ., MHEH
DF Y F8F—|Zi% PSP, Pick 5. REEEZEMEEAT CBD), "ESBERMBMECLT
DG). EHITIETNAYNA w—RELT AD)BEH VD . REMIZIZE 17 PadisEe] LKk
R ERIGEER R MAEFTDP-17) M H 5, ¥ VERIZ., #B/INERSE B (microtubule
associated protein, MAPYD—RETH Y, Fa—T IV EREELTEEGR2EEL. HIEZR
& - RELSEDBHERDHA(18). ¥ VIIBMRICE ERT 505, MK - BRRREICLFE
LEbIE=a2—uv SN0 ) IFy Fa 7Y 7,72 a4 MILEBRLTHWD, ¥
YORBREGEFIIE 17T BERAKRRK EQIQI2DICEEL M XY U birb, TOER—RIE
FRLDBRMUATTA L T L > TNERBRTII=FY 2L 30FHEIZL-TO0,29,
HBHVIISSBREOHABENERIN, CREMTRE=FY 10 DFEIZL->T31 5D
VNER2BEILKASIEL LT 4EOKRVELEENRERIND, ThbDEAEDE
E-T,6EDT A Y 7 +NADBEET B[19). CREMAUDOK: Y R LEEIZ, HMNEIHE
ELFa—T IV UhbBINE~DERERLTEY, VrBLic > TARIZHBSATH
BLEZOLNTWR, ZOBVIELEENRIEITHETA Y74V 538 %23 Y E— FGR),
4EITHBETAY 74V AL38%E 4 E—M4R) # UV EFEATVS[20], & MREIZEWT,
3R # 7 & 4R # 7 DFEBIIFEHNENL & & 2 OMREITRE L Z OB BNLD Z &85,
AUEADEEEL —BORELTEIFIUFIRF—OREO—ELEEZ LN TVWB[21,22],
BN D Sarkosyl RESEDH Y VHik%E 7 10 >~ T PSP, CBD, DG i3 3 D 4R
BOTAY T NLLEREND 64,68kDa DRV R & 72kDa DV R ER
T 4R ¥ T F_NF—IZHBEEN[3] [23] [24] [25]. Pick BT 3 BEDO R ¥ U bR EH
% 60, 64kDa D/ KM EERT 3R ¥ VA NRF—IZHRHENTVWB[26,27), T nA ~7—
FTIX6RBEDIRBEVIR I VT A Y 74V EhLIERIND 60,64, 68kDa D KU/
K & 72kDa OIS R R 5[28], _

¥7-. PSP & CBD i, ERBFUIBVTEKRERE —HA—1—F v ST 5 - 0BHTH
LIZLITEE TRI). ALFHICEBLL L R U RRF—IIfBEIh, BRENICEDLD
% H1 haplotype IZA8E83 5 2 & M b BIOKB L LTHD T L 2MERTIERL IS
3[29]78, #URRE Y AITIZ PSP i3 Tuft, CBD i Astrocytic Plaque 23FFRAICHE L. WH
DEBRICHEET S Z LIIERNICENLEEX DN TED | [30]. PSP OBRMICITREFERIR
ENRNRLEZONTWD,
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G)PSPHEDBHRR : & FMNEHEOESELEEHD PSP N7

b MEBIEOH REBET, DREER L o b o -V HORBRGER L FEELRE
RF-EEH-BUT DT VA NI REBELER>TWD, PSPIZOVWTIIBERENES
PREL, HAREBR—TVETBETT LA OBEIIBHITHIHIZRZR-oTEY,
KETIIKE PSP B2 E & % 24t L. Mayo Clinic Jacksonville IZ€E PSP 7' LA /X2
(http://www.psp.org/index.php) SR I N TV 5, KETIII—n vy " PSP HENEE LR
L. SaraKoe PSP B3t > ¥ — & Queen Square KRBT L A /07
(http://www.ion.ucl.ac.uk/research/mol_neurosci/molneuro-themes-brainbank.html) A3:E#9 5

EoTW5,

6) EEDOPSP R/ LBRHETI VAL VRV I OBE

BEREFEDOT VA N7 OREE LT, PSP HDWE, MREAEMKRE LW D BITH
ONWTH L, BN BT ASEINDFE L 1=, BIRAZEEES OFEI B/
TSN D AREMENET HN B, PSP I, HICEBE CHEARMLERERD Z EMBEL,
PSP L ERIRZZHT S NI EBIZ 31T D R B2 W — BRI K E PSP brain bank D E T
76%[31]. %[E PSP bank TiZ 78% [32] L R L THE L o< . F—EpFIOREZE & L TH 70%
2 CBD. £RMEME., LE—/MERLEREIN TV, IxHZ. PSP DIRE % KD AEH
BT DEMBERZH O—BEETRTT — X IZFEE LRV, PSP DIREDMEREL /- LER
REZWBRAR—EThHo7flE LT, PD LZW SN TUWEHIA . PSP-parkinsonism & LT
KE PSP AU I MLERAREOV L DL LTEEBINHE SN TWA[33]4. ThIiTAREE
BN 7 & LT PD/PSP ORRKRZEHI 2B L BRI TEBATH D, XKE PSP N2
> 51X Corticobasal syndrome % 2 L 7= fEFI[34]23 #& S 41, £ DAl Progressive aphasia[35, 36]
BIRZANWTHOE N LEFPEEL TE T 5D, LirL, AD LEEKZH S N-ERIZ
DOVWTIHEFIBEN BRI N TNBDH[38]T, :n%béﬁitﬁﬁéﬁE&iK%’éﬁaéo
FFHEB O CBD Tik. MEAFEDH CBD[39]. fH##FH> 5 Pick i type B[40]. TR EEM
% Primary Progressive Aphasia [41] & BEPRAIC 1T R 72 B AL TSR TV O, [ LHE
FiRZ2THEFANEREINTE M4, BEENH D, ZOBSANLDL, BERBHINICLD
IRVVEBHE IR B DO FHER 2> B PSP OIREB R R OERI LR L. T D LT PSP DERIRERDIL
BOERBERTHIILENLELEZ, ERTRGAIZBERLTIEGHET LI NI %
HxtHR e LTz, '

2. WM BmEI VAL RS
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BEE T LA 3 7 (http//www.mci.gr.jp/BrainBank/)iZ DV T AT ICHES 4 5 [44], BA
T, ZThETREDPHR, MEEDIL I L a VOB THRERMREEEATEY . A8
RIVA VAR I IEEL TV D o1z, % T LA 2 s3> 7 (Brain Bank for Aging
Research: BBAR) [44]i3. REMEAERK L ¥ — L HEATEAL ST EFOLXRELTH
v, 2003 FISTHERELZT 70y s LEROEELIToC, BRET LAYV —2R
rr—L LTEHENT, REBETIE. AHEOED - ROEEOREBCERT 5%
KREHETEEDT LA VAV 7RG T D L0V ) AERE 2 AR —B RV BEN LA
TW3, XRFRIZY > TiE, 2BOHRBROENRH S Z & &, HFEFARERVCREAH
ZEANERE I — KRB EARENATHREZRSOARBEZITH I L &L LTW
5, 1972 EHEFMARZUR. HRREZHZHIITAFTERFESMSIREEA V., &
BAERTIRR B (6909 61,2008 ££ 1 B 5 BETE) 2HINBNRT 74Ty TERELTWS,
1995 EH> b TR 43 BRAS AN (1852 B, [l L)AMRTE S, 2001 4F 7 A D> bk gk (614
g, ML)MBHEBESINTNWD, SERMFRIR—ERERTH D, BHRLRINAE DR &

b LT, WRERRY 2FICHRBEIRFTEELIZNEIT-oTRY ., HREIT 863%L
WO AARICBWTRFIARMIICEVBEHERET, a2 ba— L ERDIBRMSL +7ICFET D,
S bIZ. PSP DIRBEREDEHH 1 Bl L R BFROEFEEM»H Y. FFEXIHR L Uiz,

. FgE - mwESI v eba—n

1995 E£51H> b ITER I BRERASRIF S 1L, BoIK - MR T — F N—APHE SN TVDE DT,
PSPIREZ K OESI LRI L7 ETERZBFRES L. ARREENFRIC OV T HLERF %
fTo7z. 1994 ELARTDOFEFNZ DOV TIE, PSP DIREBBI B OV TV BEFNIZHOWT, B
REEZ MR L, B LSS, BERFEDHN O PSP S 2 fi LERKRER R
EHEL. IAERE LTEH L=,

(1) FhEmEERFM

(a-1) #HkRE —BHEMOLE—

SRBATRAIICHBREENR L2V, BRE» D OFEROCHERAREREZ L LIZ
DB ARE LT, MIIEERESR. HEERECHM - BE 2 COEHREOFE,
. BRELLOBREZ 2 S0AREELZITV. RESARNICEDONIBERELRE
BEONDIEFTIIEREM., DD VITREOLVBRELRFREFREME L, 2N T
REAREIZERBR E Uiz, BEROXBE 7Tmm ERET. HERIZH Smm BEAEHET,
BiiZ Tmm ERREOBE % ER. FEORIBNERE, BEERRE L 1To%&. BHEAL VA
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BERBRITHON—F | L UCHITEE, MEE. HEMEL SOHEEE, ®EE, &
HEE. B, EREE ST/, PREE. WRPRRZE 1.1). TOMBREBELE
TBRIMER L, Thb% 4%/ T FRALTATE FIZ 24~48 BRREEEL, 7748
1% 6um EYA 2B, BEREICMX. ®RT 2 HRRACREMBIFLRE T EIT
LR BRI E 21T » 7.

(1-2) BE®GELL)

RO R HElE 20% FHEEE AL~ ) 2 T~13 BEE®. #EAFR, vl T—
L arBELRERBLOBRAT VAL AT AT h T 77 ARBATLUL, BEE
DA G AN & LA & RERICEIE 2 /B Lz, WIRKICHEZ REOBREROFE
DEE THEOERE R L % P88 - %, NINDS-PSP HiRREZBTEHE)2], LE—/h
(AFIZR4NE (dementia with Lewy bodies, AT DLB) 2 V¥ AHA N4 D8 HL
HEABERA[45, 46]. T /LY /NA < —JRED Braak Staging[47] [48]. CERAD ZHiZ#E[49]%
1B LIRS O L EFTo72(F L1), 357 1 AEB%, 6pm ELFZIERL.
BEELAICMIBRT 2 EHERECHBRRLFRAY BT URBEBRFENFEZ1T o7

a-3) $uf8

A) BHERE
445 5| D42 1T hematoxylin & eosin (8L F H & E)§efa & Kliver-Barrera(UA T KB)#R &
AT L7,

(B) ¥ERB

SEFORROBMICHEESRMEZCHERBOFMEO L OEREECTHIUR
methenamine $R¥x 2 [50]. Gallyas-Braak Z:£4[51]. Bodian 4t Bielschowscky Jeft, 7 I 1
A FptaEs{H B 91T Congo-red Jefa, % L Tl ERIE DT B #IIZ elastica Masson trichrome
REEIToT,

©) REHBLLERAFL2)

LEFDORBHLICSONT AT 74 VABRT Oy 7% 6pmEICHEYL, YT ra—7
4V T TSR DR, BT 7 4 . Ventana 20NX autostainer (Ventana, Tucson, AZ)%
WTREREETol, ¥ VHEUNOEBERELOFMEDD, UTFOREEAVE,
7 I a4 FBHE (A B 11-28, 12B2, monoclonal, IBL, Maebashi, Japan), #iVJ EfLa X
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27 L 4 Hi{K(psyn) (psyn#64 monoclonal and PSer129 polyclonal)[52, 53]. Hia X 7 L A VHi
{&(LB509, monoclonal, Jakes, 1996)., Hi = &' % F L Hi{&(polyclonal, DAKO, Glostrup, Denmark).,
Hi glial fibrillary acidic protein (GFAP, polyclonal, DAKO, Glostrup, Denmark), #L CD68 #ifk
(PG-M1, monoclonal, DAKO, Glostrup, Denmark), i J VEi{t==2—1 7 4 T A > MMAEESMI
31, monoclonal, Sternberger Inmunochemicals, Betheda, MA)T&H %, & & OHKIZHOWT, &
BWET VA N TRBEETT > T/ RERROGUREEEZ AV (& 1.2),

D) i vkt (#13)

ZIEFNZDONT, TAYN, = —HRFHRERLOHBE T HARAMA, BIUPSPIZ
DWW TIX NINDS IRBZWEE L FA R EHBEBAICOWT, i) VEBLZ vk LT
ATS (phosphorylated Ser202/Thr205, monoclonal, Innogenetics, Temse, Belgium) [54]% — R HL{f
L, RZ V== T %fTol, HBIIGEL, aryFA—Ta Y BRHEL LTMCI (aa.
312-342, conformation dependent, monoclonal, kind gifts from Dr. Peter Davies) [55], $13 U &'—

FELAT 3R)# vHif& & L TRD3 (a.a. 209-224 (ON3R isoform), monoclonal, Upstate, Lake Placid,
NY), $14 U v°— FATF 4R)¥ U HifE L LT RD4 (a.a. 275-291, monoclonal, Upstate, Lake
Placid, NY) [56], ET3 (a.a. 274-283, monoclonal, kind gifts from Dr. Peter Davies) [57], $i4R ¥
Prifnf(a.a. 272-277, polyclonal, ZFZE Lt &), LU v BbLF vHikE LT,
PHF-1(phosphorylated Ser396/Ser404, monoclonal, kind gifts from Dr. Peter Davies) [58], AP422
(phosphorylated Ser422, polyclonal, FRERE L) 5912 AV e, TR HDHEIZHONT
ARG R L UCREREEORE L L HE L 72 (F 1.3.),

(1-4) HRREDEEBER CEEEDIT LR

(A) PSP DU M (K 1-4)

PSP D2 W EHEIZ X, Preliminary NINDS-PSP WX R BB U E#E[21 % AV o (F# 1-9). B L,
BRERAER D Z M ERITT 2720, [EERMIC PSP LB END Z L) LW HHA &R
Lz, ZEFEEICHEV, SREHRMELELOSHIZ L - T, Typical PSP & Atypical PSP (Z4y
Bl ELITMERBOSHOE RS Pure PSP, H 5% Combined PSP I3 L 7=, i
HEROZWEEIITIEOEY THD, Z 2 THEI L= Pure Typical PSP, Pure Atypical PSP,
Combined Typical PSP, Combined Atypical PSP ® 4 (288 L T, ¥ F % — LA BB
(one-way ANOVA, p<0.05) TaFhi L 7=,

(B) Combined PSP IZ At T 2 B HE B O ER (K 1.1.)
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SHRBELEMTI-DI, tOEHKRBIZOVWTUTOBEEELZ AWVTEM L,

AD IZOWTIIEBE T VA 30 7 OFZWERE[60].PD: L & —/NMERIZRHE (UL T DLB)
WOWTIHERE T VA NV I DEE[6]]. DLB a2 AN A R4 OBMEE
[45, 461> DA HINT U, BB BERIIEFR IE (Dementia with grain, LT DGIIZ DWW T &
BET VAT DLEREERE62]. Jellinger DT EHE[63]% AV =, M & PEERENE
(Vascular Dementia, VD)IZ /¥ NINDS-AIREN D2 Hr A% v 7= [64],

TAINA7—RICRRENDHOZEREETITEGHETHY . HDEEEL L > TRE
THEEZLNTWA[4T), EEMEILDEN Y 2 ¥ ETEMIFTFMT H7-HI12, 2 TOEH
WKOWTLUTORERETRT VU T 21To0, BAR - @RFERHEE{LIZ OV T Braak
BOART—I 7 [47,48]% ., MERERL, L E—/MERBIZOWTIIEBE T LA R 7
DREBLTWBRT—V U7 [52,61,62,65]% AV,

INRHIZOWTIE, ZAUEOMRREEFRENMILICTME L 2B REZ 00, BRAIC
R L 7=,

(C) DNA microarray % f \ 7z Microtubles Associated Protein Tau (EA T MAPT&{=F D
R

BigH 6 i &7z DNA BMRIF SN TWE 17 FIZHOWT, REREEZETHENF T
%3, Affimetrix £ T/ERL L 7= DNA-microarray % VN T, MAPT S&15T DREEEF| O FFT
%417 7=. DNA-microarray DFE#IZ DWW TELTFIZR~R 35,

GeneChip® CustomSeq™ Resequencing Microarray(Affymetrix)®> 77 v k7 4 — L% AU,
SREEMRE (TAY AL~ —iFK, MRAEEERBNE, V) 40K OREEETFREL
CEAEERETOET7 Y VR, BEFIL T a®—F —DFEERIIZER L
7=DNA <A 7 a7 LA TKYADOl 25 %A > L= (#F 1.5.), MAPTI\ZBLTix, A7
ARCx v aryDERBBRESNTWD D, =7 Y VEAOA » hor OERSIHER
L7=. Z @ DNA microarray % fi\ 7= DNA BRI DBEHTIZLLT D 7 DD R T » P TIT o 7o (B
12.). (1)PCRIZ L B8R, (2) E&. 3) BENDOT—U T, (4) WAL, (5) T~V ¥
T(6) "A TV FAE—Vary s (7)) HEiELAF v THD, PCR D Primer i Primer
3 website (http://frodo.wi.mit.edu/cgi-bin/primer3/primer3_www.cgi)% ¥ f L Tak&t L 7= (& 1.6.),
Genomic DNA 50ng % template & L, total SOpL D% T, LT DM TPCR 21727, 95C
224, WOTI5C30F, 62°C30 % 68°C3 43 % 5 91 7 /b, WIZ 95C30 #. 60°C30 .
68°C3 53 % 5 %4 7L, RIT 95C30 ¥, 58°C30 ¥ 68°C3 43 % 25 ¥4 7 b, HRIZ 68°CT
43 DZAF T LA Taq PCA system (Takara Bio, Otsu, Shiga, Japan)% £ FH L 1T > 7=, PCR E#iZ.
PicoGreen(Molecular Probes, Eugene, OR, USA)CE& L7z, ZE®D PCR EHE —AKDF 2 —

10
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TS =Y 7T B AT v 7L, robotic system T3 5 BioMek FX (Beckman Coulter,
Fullerton, CA, USA)Z## A L, PCR EYRETMIRD LI NEREZFHEL, ThICH#-T
Span-8 pipetting devise Z iV T 7 — Y v T %4T o7z, 77—V L TLURBD AT v 7T,
Affymetrix 0D~ = = 7 /VIZ 1€ - 7= (Affymetrix, Santa Clara, CA, USA),

(D) Pure PSP IZ BT 2 ¥ VULF DO EEOTME (& 13)

BOFRBEDE MR PSPIRBORE L FEERDEH T ZFH~SH 7. Pure PSP 39 fliZ
xt LT, NINDS #2REBMEREICI T 5 MBERRHEA MBI IVREEREZMZ. €
NoEEL6umENRT 7 0 VABYIREZER L ALY VEB{EY VHREAT)REREZITV,
KEPSP 7 LA R0 7 THWLIL TV B 0(none), 1(mild), 2(moderate), 3(severe)®D 3 Bz D
Grading [66]% AV T neurofibrillary change (2L T NFT), Tufted astrocytes (Tuft), Coiled bodies
(CBYD 3 DDAaT #EH LY ERMICFTEM L7, RESHEICE ST Typical PSP # &
Atypical PSP BEIZ DWW T, K EF{LD Grading % tL& L, Mann-Whitney U-test (IEBERRENT T
AREERELI

(2) BEERIREE O FAMH

TAOHBEABEMEN, FELEEIOLRELFEL. FEOBEEBHIECLT
IADL) ). & 5IZ Mini-Mental State Examination (2A F MMSE), &eTR&)IXME S MEER 7 —
JUW(ELF HDS-R) [67- 70131 TN TW BB A IXE N %2 %E(Z, Clinical Dementia Rating (LA T
CDR, # L7.) [T1A %% L, MER—HKLTOIERAL L. F—BOBAHIHEL
BHEL-, FUBNELNIBRANEEOA L FE2—%BL, BRE LKL, MROKE
BEETHIHEE. CERERIVXEREERYVELLLT, 83BLE, FBEXY., &
BICBIT B —F Y ViER, RERESEECFELHE L. £h b & EICKMEHIZEHE
L, BEOEHIX. BROBHRMELZHLET DD, N—F Y AERICIR O TR E
EE, SEENLEDERO ENIVEDOTHHRE Lz, PSP DRENCZUTE TD
HAIZ 3.6 FE[T2)1HDWVIT AT E[12]E BME SN TR I b, BRHZHOBR» L. RBIE
SENOHBREE bER L.

4. R
(PSP T VA U RV I OFRBSRELBREREERE L OB (K 1.8, £19.)

BEET LA A6 71 Gl PSP MREBEREES & L TRt S his, RIS
42 B, otk 29 B, RIEEEIL 66 B TR H Y FHI L SD(HEFH) T 73.4 8.2 B(56~95

11
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B). DIRBRERITILFITERREINTEY 81.3£8.75% (64~1015) Thol, FTHOHE
Ti. Pure Typical PSP 19 Bil(ZIERF 67.9+6.3 &%, TIHRFF 75.71£6.8 &%), Atypical PSP 20 #(5
fERE 76.2+16.2 5. TURRFF 82.4+7.1 BX). Combined Typical PSP 22 Bi(RIERF 74.1+7.2 %, Fl
FFF 82.3+7.49 #%). Combined Atypical PSP 10 #i(FAERF 78.1112.5 5K, TRk 88.8+11.7 %)
T oz, BIEFH Tid Pure Typical PSP {Z%f L Pure Atypical, Combined Atypical ® 2 B¥H3H
BIEBHTH-oT-, SIREM TIL, Pure Typical PSP XL, #1D 3 BRI R TCHEILEE
Thol, BEHIZOWVTIE, Pure PSP (3IFIF 2:1 TEEEE(1][73] [74] [75] [76] [77] [78]i
FIE-ELTWBDIZX L, Combined PSP Tix B LIZIZREH AV T LEDIT S M Eh o
e DT —HFh b, Combined PSP IZBI L Tid, BHEROEENRKENVWEE X, LUTO
T CII—EL TR,

BRERAEMRIC OV T, BERE (K 1.9.) L OB TR 3, 71 B2V TBEEE & kT
&, RIER - DIRFBERHLCER THH I LBERIND, o, BHLAICRTW LR
%T@aﬁén Steele-Richardson-Olszewski (SROVEMRBE & L TR S 5 SHEEfItE, EEK
RERESEE, FRIA F=7, EHBEHRET LA A7 FITED72< . FIZ NINDS
BRZKEECER I N TV 2 EEMRKESHEENNISFBE T 34% L18BH T, &I
RIE 3 FELATIE 18% LERIN TV Ao, AL, WREBZHEBIZOWVWTHREITS
& . Litvan 5[79], Verny[73]5 D$R45 i3 NINDS /R EZ Wi EHE D Pure Typical PSP 2% & L
TW3, £7. De Bruin & Lees[74]. Collins 6[75]@%@# . NINDS Z¥iEAEN T 5]
| BICBESNTWATORENRRR > TV B, 1ZIE Pure Typical PSP IZ—E L T2 &%
A bhd, £ T, Pure Typical PSP DALE L THD &, TOEWVINELSRY, B
HREMC A =T ORFIRABEL 2D, LIV IRRESGREOLRIRE 3 FUN
T 30%, BB T S0%EELS Ro>TWD, T2, BEEDORERIIRE 3 FLINT 52%,
238 T 76% & & < . Pure Typical PSP IZFR - T b FIE 3 4T 50%, £FB T 75% & [RERIC
Eholc, TOHIZHOVWTIE, BHIEIZOWTEREDH S, Verny [73]5. Collins [75]5.
BRLI6]0WE L IZIE—H LTV, BHBENLOREKEDL[77]. KB L[78]|DOHE TiX
BAEDREIT 100%THY, BEMOBEVWEZRICANDIRELEX LR, £, #BH
FEDRESELE T Pure PSP X Y 1 Combined PSP T&EVMEIAIIZH ¥ . Typical PSP & Atypical PSP
TRREREZI P07, BREEOHHE LTI, LENESE - RRUBMPATRICL-T-
SEFIAS 24 BI(34%). 1TEIRE - RAERDPATRICI o 72EFIHS 21 FI(30%). T DT
HBHLD THFI(10%). REAN 3 FIA)TH o7, THRE - BHERDOHEMI. RNIITHH S8
B, BEKIET - BEMEE T 7 61, REFES 6 Fl. 73— 3 F, 5o =48 - &
Tt - HEN 26, MEEFEN1FITHoT, T, DRIZOWTIEPD 2D/ —F
VNEBERENOERNTADICHERATHH[80]1L STV 543, Pure PSP (2 3 ] DIEFKAME
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REBDOTEY ., EEBLETH D,

QPSP DFRBERKOEHNOEIKRZE (F 110

PSP iWE 2 FF-> 71 FEBI DFEEREZ WL, PSP 3 17 BT, BRIKRBOZH —E RN 24%ThH
o7z, EOMOBUIEL, PD(E i3/ N—% 2 Y UEREE)N 22 Fil. AD(F 7= I3EEMREE)
311 B, B EAESRAAEAS 6 . CBD 232 i, HHE/NNEMERE, BB/ MMEME,. E
FBEKEE. BEEMBME, SREHE, EITHERKE. 5 oK., HEXHENE 1 FiT
bolz, . M - HERBOBZEABRONTWRVWERN 5 FITFEL -,

Q) AHRBOEE (F111)

Combined PSP D& HFRBEOANRIT, BEBHMRTEN 12 Fl(17%) EHEBHE L.
PD/PDD/DLB 73 9 i, T/ NA < —¥HHs 8 B, MM EMESREAES 7 6, #RFERHELL
EMRBHED 5B TH -7, G332 FIZBX DO, 3 BEU LOEBREFIVFE
THLEDTHD, £, BREPRBOEN Y N2, EHEERMRNE DB LI
ALRVWESI L ZDH D L, EREAREOHBLRIT 52 FI(T3%ICDIE > Tz, Ei,
EXFUBERAKE A fIBEABRELRSEFTL-UIIC DWW TEFBEOHRIEXF U5
BRERB TRV —= T EiTo72, SEIRNGE LE T EFOEHEL LTXRD L
niehotz,

(4) MAPT BA=-F ORI R

17 25153 H1/H1 haplotype T, BERE[17 2 BT TR TH 7=, WE L DX TiX
7 B %3 Pure Typical PSP, 6 123 Pure Atypical PSP, 4 5|33 Combined Typical PSP Tdh->7=, 7 3
JBEBEFEIERIIFBDT, FIDP-17 L LTHEMOLDEIETh W eho =, RBE
OT I BEBEREMEDRVWEE L LT exon 1 O SROHBRERIZ A-G D~T 1 DER
% 1 61iT exondA DERFRIC C-T DT B OERE $HICRETDOEE Z 2 HlIZRBD I,

5)Pure PSP IC BT 2 F VB DL EROFM (F1.12)

Pure PSP39 Bl DWW THTo 2 # VLB DX ERMFTM 2 HRES R TH T THE L,
Atypical PSP i3 Typical PSP 2o L CEIR#HEEEZ D Grading BEBIEL 2o T, £D
fufpi + EEHL D Grading REVVERIC H o7, Eio, ULATE - AIFEAE O Grading IXK
*XHZ Atypical PSP TEVMEMIZ&H - 7,

5. B8R
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BRET VA AV EGHREIZBERE L, REZENZESC PSP T LA U Ry
7 E AR THED THE L, 71 BIOBRGEFBIIKE PSP /32 7 (1998 F525 2004 F)D
300 FILL_E[66]. ZE[E PSP /31 7 D(1992 > B 2002 4E)%9 100 FIB3 IR SCHETH 5, 71
Glix. Y7 LA /307D 1%, PD/DLB BHRREBZEFION 1/3 OHEEICHEI L, HEFE
MIZ PSP LW ENAKBRBERTHBINDI LD b1 RIVEVERBEFRTRATHD
AREMRH D LBEER THREBRTIVERDHDEEX DN, EOFRBELRDIDITHE,
EETRE TEITNEZR LT, BRSH TEDEMOT LA RV I IZRBENHFETHD
tEZ LN,

FRER %M1 Pure Typical PSP, Pure Atypical PSP, Combined Typical PSP, Combined Atypical
PSP O 4 BEIZ Y8 L7223 BEB S 1T B 1T B TR HER LB DRI, K ¥4 Pure Typical PSP
ICEY 35 L E % b, Atypical, Combined PSP Z 87 L -1 TOZEBITORE L EX
%, Combined PSP 2344483 & £ <, Pure PSP {1 TiJ Typical PSP 234 71 HlFH D 1/3 &
HIRWERET VA R I OB TH o1, 1272 L. 5 E Pure PSP MRS EHRE L UTHE
SRERRTMERANE[81] [63]. MIRIEMBHEZ(LIRANAE(82] [83]2 E O TV 53, T b HLERRY
FLWEREASTH Y., (RO & Pure PSP, Combined PSP D43 1F 7 IZZEH & B AIREME
BB,

Combined PSP D& HRBEDNRIZOWVWTIRA B, WERERIMERIE OBUTEAEZ T
FIEFIDS PSP 2RD 17%ICHFE L, SHREMOFEEF o TVDIRERY B/NEWVTE
MEORERICAR > TV EREZIZSWEFILEDD & TB3%IED &V RUITRET S
T b, ERERERIEDCBREBITAZALEZ VNS, BEESNTVWSBIRY TIIFREET]
REECHRELEEMETEIRTAY NS v —RICER L TRAECREIIES, Bifb
BEWEEZZ BN TEV[63, 81, 84, 85], ABFE TIiZ CORI A LEZBHELERL TWVDHD5,
TELOERIIHIBERNEEDEFLZEEATVIAREERHY . SREREVL
ETHBH[86], TAINA—HICELTIT, 4 Y E— b FUHEEZAND & 26%ICHERE
KIBNR OB LHE SN TV A7), AHZED PSPEFI TR INE LEIZHETSH 5,
$REEKIIZ PSP,CBD LRI 4 YV E— NZ UARF—THHED, BT DIRERFEZF A
Btk sER b=, H1 haplotype IZOWTIIERERMERME LML TV LV I BEL
[25] [57] HEAL TWARWE WS #ENH Y [88]. HRBE-TNDLIS5THD, Pick 7,
FTDP-17 2 ¥, {hDF 7 ARF—L b EH TRFABEHLELEI DN D,

FEHBIZ OUNT L. Pure Typical PSP 1288 LT, Pure Atypical PSP D5 S RAERF, SETBF
LYLIZEEETH B DI, Atypical PSP AN ORENE V- HIT, BTEELR EOHKMH
IRERAHIT S W2 L AR S5, Combined PSP BSEB TH D DL, EREBHHETH D
FAYNL T —fZRNR—F v Y VRN RITHEER LR IRBETHILDLERXD
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ns,

BERZWIICOWT, AR 7 OBRKFRBEZEO—RRIIEE PSP 7L A /X7 Tl
69%[74).KE PSP 7 L A N 7 TIX16%B311 E BEINTEY ANV T TRIEET 24%,
JREEEAEL £ 5 2 T Pure Typical PSP IZfRD & 47% L BEFEL Db DDV IEY, ZD
BDIZOWTI, ANV RO ZIIRBITE, BREMDENVE, TRICEDEMD
BORETOND, REIZPD NI OFIZPSP A7 35 Y, donor DEEE L A—F Y
VIRH BT A—F ) U IEBEE(“Parkinson’s-like disorders”)IZxt L TIT-oTW3, ¥ET
IZ PSP LEELKZUF SNTIEFINBEENTVS, 2%, HERNBEDCRELZITIHLE
WHoOTFEFIBBREINTVWDZ &IZRD, L, BN 7 I 3— iR OELETREIA O
DEEFTHY, HREABENLT T2, —BABESCHEHBENZER L TWIESIRD2
DHETEENTEY, BRLELT, EBHEESMBICERLRVEFOEENE 2> T
WABDTIE RN EEZEZDND,

FEERBEORS I LIZ. REN]TERAIN TV ZEELIRKESEE, BPIX b=
7 OEFEIL Typical £ ¥ b Atypical PSP TiI{& < | Pure case & Y Combined TITEWFER T
Hotz, THIZOWTIL, REBZEMITIX Typical & Atypical PSP O ¥ ViEEFED ¥ EREIZE
T AR EZEVNEIRMEEED Grading TROOLNZREBS—HLTWE L Bbhi, 585
FEIZ DV TIE, Combined PSP IZ331F B HL#EAS Pure PSP L Y &< 2o TWA A5, Zhid AD
R2DLB L\ o ERBAER K2 LD BEMEEBEHLTVS 20 L E 2 bivk, Pure PSP
{22V T, Typical PSP & Atypical PSP TR & R2ZEIIFRH T, PSPIZTAEL TV HHRET
FlEEZIENDIEBHDHEEZEZX LN,

FIZT, RETIX, BHHEDZV Pure PSP 2B ABIAEDEERE & 4 FIRESEN
FIETHRE L,
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# 1.1, FIRARRREENL
BAE

#Cl: /NS IREE & & o/
SN : BEZ ST

HA: BHkEz

#H: ®#F51BE

HF : RUSERE -

H#T: ISR

P : HIERIE S {oERTHEE
#O : REFEE

#OB : BREk

& E Rl

#S1: BR., BB BERE

#S2: E2UBE. FSIERE. £ 2 ERE
#S3: %12, 8, 4 9%t
#S4: 5 1 agE. F£8. 7THH
#S5: %6, 5. 45k
#1:EEETE (BEK) - EHEFH (F
T %)

#2: BEE (/N
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Ha: TN (BREEZEEDSHE)
BS: /NERER
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