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1. 3T MRI I L 2 EMUIMEZEDOHEE ; ex vivo MRI & JwELAT AL.OD
[ERFIa

SHRIPERFGE SR R R RN A

OFFR &, Ot —R8, e 5, EASM
ZEOREEE SRR B T RO RER i —
ZHEOREEE IR R B O R TR AT IS
ERIEN S OO OREAATREE  RAHEE, et Rk

[B09] BEMUMESEITT 2 v A RilEE & Bl UGB AR T & R < FHBE 9
5o Fox TRV IMEZE (CMI) @ 3TMRI IZ K B EGAIC OV THE L2y (Ti
Y, J Neuroimaging 2013). &[A], K ex vivo MRI TIRFRAT H, & OB g
ATz, T O MRT O CIRREORBELZET HMLEIXITEA LN
25, HIREMN ex vivo MRI < autopsy imaging, RIRMEIE T O MRT TIRIRENME
BRI EET D AREMEN D D . IREZDIENDORAEEIM ex vivo MRT @
a2 F A MIRIFTREZHRF L, IREBEOEERMGZHONT L.

[ 5] JRBLAIC RE M IMESE (CMI), M7 2 oA R7 U4 /F—2NED
LITBAIERE 24 DR~ U CEEMZ %5 L L, 3D double inversion
recovery, FLATR Eif% % i L7, ML PG L7z, BREREBRZ55
7eOlRE (0, 25, 47, 60°C) Z & O EMEEM A LT,

[RER] KRIMECE E BB O Ay b7 A M, IBEIC L > TERICZ(E L. 0C,
26CTIRIKAE & HEOHBITHEE, 47CTiE= b7 A M3 L LS
FAPRKICERA] SN D BBAHR LT, 60CTIET —F 7 7 7 FASHiI LT,
ZOFEERNT, 2IEFITHB SN ETOMUMERE (E2, KET1)
TEIfg - FEAIEAE0 B, ONT OEBRINCZYE L. 87 X v A RGP AE
RS S AT

[f57a] ex vivo MR EHEZ RIS 55, MERCRET & THD. AL
L R~ U EEMCIEITI MR SRR E ICFE R 5 A 2, A a0 Bkt B
NHARENTREE O BEEMIT ex vivo MRI OMRICIBWCTHHARERE S
Z b, TR ERAWT, BRIICE AN ET 3 TMRT T OML IZfEHATRE T H 5,
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2. GWEFIED S M REME B 2R L, AR TTY S A 754
NTF— B RIE &2 L7 14

L AR R Ok —=3, LTI
BEMER RN ERESERT & IR

JEB] : FEAERF 81 mitctt. ATH L0 FZERELOMEN TR 00167, 2. BED
HAGEIREE, FOUERIES, FR8RIRT, BUERAT, MARAT, SRR M, A
M Gerstmann JEEREA RO -, FLAIR 4 CAEEIEKIAIEA I U, L
FHEIRZEN D - 72208, ERh BT 72 U, T2 5 i i {5 CHE TH 5212 il H 1 2 38
o M S E 7 1S A e, fEBATEISEATE 1 MR 1T,

JRERAT L « < B, KIS, AEERI. < BB FEEICY v RER, w7/ n 77—
VEFERETHRIEMIIRE S O, M REO I ER TR T ERA b, eSS, PAZE,
BEO~NEYT U U REZRDT. RIKEENOMAE IS S ML BE O IR EE,
Tk, v~/ v 77y =V ERETHREMPZES Y. < bETEEEEN
DRIFEMIRE 2 14 5 M I1T A B S Guta e, FOE s 8 FICEED 7Y &
— 2BV . REITIZE NBEOTEE, ATS B4 Ha=> neuropil threads 1177
o lz. BTN LRED 7 U A — 2 A 2B 508, ABmiEje
A R T IMmAE e L. B oNECIAENEMEY CXEORTRIE 2 L. LA
s, TInA KT XA RF—BERIE & 2T

B LU - AB B EEMED < I TIE « RAMEE N O M 12 R IEHM
MR 23R, NEDRAZE « Jzg iz fth o722 & D, AKElZT7 I aA K7
VXA RT—BERIE & W Lz, ABITET OB FEIREID bEITH Y,
B LA Ch -7z 2 ENFEMRBIR L 2 72, AT v A RIGHE CE kK
MEEERE E IR Lz, 7 I R7 XA NF—BHRKIEIL treatable
dementia ODERIERDO—DTH Y, oGO MEMREITT 5 Z & NHELRES
N5, 7=, MR, ¥RCEMEY CoRfEE OERNCHERET AL H D, TDEND
HIRAER ATV, BRI 21T ) Z DN EE LS 2 7.
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3. WK A BB IR DERIEIRAE & I & D T AR R D 1 F
bl

ENZRBEAE R TR RE - O | TRE, Mhm g,
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LR KRB - MRIREES: (RN
B S 2+, A E

JEG] : FETCIRE 65 itttk 39 miBICA FE EOR T, 48 il Mg UL TR
=50 RFICAH R, HHIAT A RV RPEEIIW S EDERNTE 7203,
54 IERFIZIZIZ 2B IREE, 55 MERFIC UL R I T &SR B, 60 mERF L 0
PR EE H, 62 iRl CIXE AR =350, BUmEMES 3 v 7220, B
BB EE L 72> 7. MRT TIESH - MREDZ 5 fi K SOBEERZ 13 8 0, 58 jk
IRF O T ATEREEGRE A E R AL, %z (—FER) RV BHEERE
F TR U7, HLAQP4 HLfAR & HL CCP iR D35, C-ANCA 25— G, & &
TaA RS9, BUETHRLE. BERZENIGARERER (WO0), £f%4E 26 47,
JRERPT L - [EERIAME T 985g. MIAIFLARAR & FBEI T SIS L, KN - VI
BB IRE R EARIRAEZ 2L, TO—ET, WEEEENSRE FIZRN D &
D 7R P RCR D FERAEE A RB O T-. KIMAE ORI —RECixe <, il
RNFIL IR T D&, @Kk~ a7 7 —VOLWER, 70 7 O
BT A R YA SEAET B ET, SRHEE Y A — 3 X D3R ME T R
EZBOT. AQP4 (2 X AY M, BN D 2 WITHRHEO EITIZIAVY, GFAP
RS 4y CHIBME AR U2, KIMEZEIIAE L TR/ TR Y AQP4 Bk, AXERlZ
IXEESEEL - HBERNH VD, T, RRCSEH~BE oM LR <, HERAR
&, MEBEOM HIRIBEZRD 7. MR CIX AL R X edo Tz,
BEAEBLIZ I AL ER (CDS PEMEMIFRMEAL) ASHER L T2y, &R OFT IS
INTIE 2o T2,

B2 KO : Balo iR E SRR LIE 22 & OAMERBER A <, [FOH
RHDVITEIROBLRE « B 2RO D & I DA, N\MO TR GEHEHITMmE L
ZT-HEBH TV, AIEFNIFERZM VIR L, Eig LIS TR 2
KLTRY, REFOMELTFTOEEHE 2 57,
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IXE ST, SEENRH kL ol X+4 A, EFOI A7 n—X ANHE,
X+6 A, JRIIDLE R, BISKH BB, X+7T A, U322 37'F (PrP)
BAR FAATHEA T, V1801 AR AW 7=, 79 mFOIAE MRI CIIiMZEHMEIT B S
7297, MM AR CEIAME R LR bR e o 72, 80 JklRE, B MRI THX
FEEN B, Fo%, el RREE L, 81 IR TRLE, &fkEiT 33
rHTh b,

JRELPT AL - IMEE 21X 750g, WHRAIIC KANIZZFE I 72 MG 2 788 D03, ke & /MK
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E\iﬁﬁ@é%i%tﬂfm o MARRFEIZIX, RTEHIED DRI NT T
O FE A, BAMHEBOZ LSRR O ZE KR 2R -, M — &
Wmﬁfbfk@\E%@F%L@ﬁéobfﬁmf%é Ze N R3S T
X TH Y, PMHTIZIFE A ERDR, PrP B Re X, 7 2o
PrP ik & %R T-3, BETH -7,

Bk L OISR  AIEFE PrP B M C VISOI AR L2 a7 a A
V7)Y a TR Th D, BRI, REAT IV T b BERE E FET D
LD T2 o72, VIS0I ERD I v A 7 )b kY 2 7R OFIRE#EwIT%
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5. SBMA O —| ka5

AlTBIRE b RERZ R O R
AT BRRE R MRENE OBk RS I
EMERRT: Nl fhRREE RARE, ==~

ey v, i HEE

GEF]] SETCRE T4 5% Bk

[FWREE ) FEH1AA ; SBMA

TBURIE | 50 it ) B A TIREEDS B LR & I2HETT,
61 #EHF  SBMA &2l sihiz,
69 lE  HIEBECTY 2 — 7V U EE IR, WEFEEICREN S -T2,
T2 EFE T T RETE o 7203, T D% BEM AR E 72 o7-,
73 R VRRHEHIREE L 220 ABE, Tk XEB,. MIRRAEOR R, iz 5
DT, FERIER B D7 DICHEET A T2 OREDN I T TX o7z,
ABE. K12 02 At%., Wik, MR ARRDOTDIRT LT,

(YRR FOEMZRD, W FEEN D -7, BKGHIET LT\,
AL LRI 22 Do T2,

BRI L) B BT R CII A I EBE I 258D 7,
RRERRT R IMEE R 1600g (EETR)
WIARAT /LTI R, e, /MM EZ 258D 70, BREIIEMICE=NG L i,
FHRRAT R KRAMHER TIL Betz OEMIIBITZ L <R TRV | SEAKICELE ZR
Do Tz, M TIEE FTAREZICEEOMAEIE 2807, MRITITEZE
o=,
FHECILATA OIS EONE 280, BEDO T VA —T A EB DT,
HROABERMEEEIME T L TRY . MMEa ORI EE D7, AR IXBES
Geta CHEHME L e, S ReeaiE s BBERIA. B, & TR0 D50
PRSI 102 BHIEDOEENEI AR E N O OV E AMEEEZ R T, BENSH
B2 D N AR -, NFT Braak Stage 11, AT8 Stage 11, # ABF CERAD
B/C, Braak C, CAA(-), LB(-)

[FZ 223 L O A
A OFREIFERAT ZIE SBMA & L CHFJE LARWAT LA /R LTz,
SBMA D51 D5 13 bl i/ 7 < EEZRER & b b,
ABTIE 1 C2 BHEAT At &, BETH -7,
JRELZML & BB, TBRE OBEOF IOV TG LTz,
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6. Somatic sprout & 23D torpedoes MER® HFL7- Huntington
D 15

O AW TR HKFER ", &l (EE!

1 BRKFZRZGNEAL - #RIRRET: (FRRNEL)
2 MNZATEOE NE LR et = IR Beriiit AR
3 IMSLATE R N E N B G R R Bttt A

FEB : SRRIRE 63 i ActE. REMICHEED D, 43 ELI Y EEAERS 72 < Es
T, FoTHEIT RN E WS TIERS B, SITREE TR~ I imﬁb 50 7%
SITIRE 240 K4 K 91072572, 51 BRFIC AR, IV IZ8E < 254 Bl
fﬂyﬁaHmm4ﬁom%T\W?ﬁ%i@?%ﬁﬁ%@%%@o@%@%%
%Eﬂﬂf&—F ﬁj’?)’] %4 LVLLEH Y, B IXIUR CICEE L, 2 TR
DGE, T R I E 72 <. W EE R ITFHN AN EE, JEALSONIAL DOIRFFILANEE,
ﬁu?fﬁi*ﬁﬁf XRFRLAT RLZ2 L, SR CT CIE iR R IR AEE D ZEE 12N 2 C A R s 51
FC AN (e 2 5B oD T, HTTIRARF DFEFR TILCAG Y B — MO RF M EDH Y,
JEMR IR 2 (CHEH L, 58 RREEICIE ADL X2 M), 4H& CTOfMHE/aI =7 —
Ta ko TV, WEOARMEESILA STV, 62 mFFOEE MRT
TIHRIRE: 2 5 D TRIMNERICE ERZFEMNRO b, ki 20 4,
JRELPT L - [EERTAMEEIX 900 g C. PIHRAYICIZATEAIE OB FME & Bk v
/21‘*@%%7&%%’&1E'Eu§0>?ﬁjt73)%&)Eﬂto A CIRAF I K OV (4
FEDRREBRDEE 72 ZEME (Vonsattel grade 4) . A ERIMEEENAL O fpREHE R
WL T VA= ARNH D KIMTZECHRE VME'*B BB HBRE OB MENR
S, /I TIEAE O Purkinje MINIZ somatic sprout MIxH AL, ZED
torpedoes 2358 H LTz, MER Y Z 2 I UEHICRT D deta TlE, RAKR
B, S, BUR, Purkinje HERSOMNERRERZ, FHEIK AE ORI E NIZHA
KR OBGPEREE D3GR B v, BERFEL S Huntington 5 & 22 L 7=,
ZEREB L OIS - Huntington JRICEBIT B/ MIRZE OMAE1LHE % T, Purkinje
MO 2 D & STV D DN, somatic sprout Zpds 7= 1L 720,
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7. FEt%, ESNIC RN o T L SRBEZEMIE O B B

A BRI R - Okl —, #1470
& E T EIRBENF ARl
FERMERIREMEERAIERT « —=~ Y, JalRyg, & HEH

JER : SELCHE 83 e, BEAIFSEL 10 FRic< BT (7 U v e 7
BEOVP > v > MEfT#), 1T 4 FRNTIEREEBF 8. #fRRE MR B O Kk
X720 ABERTIFEREE, BEMRES, X—% Y =XL, K#lzrEed
5 XD RIERITFEOT, MBTHRITRRETH 7. 2012 4F 12 A, JREEIEKYD
72D ABE LTz, PUAEABEGIC I Y —FRICEE L=y, 7 U7 b2 v b ARk
ZEOFL, ABE 2 HRIZHELT.

JRERAT L SERE 3 BRI CAEE. IME 1167g. WIRAIIZIE, B O/, ke
DZEMITFRD o Te. ERBCEER & /NP EREmICIIREDO~EY T B —
2R, B TIIAEO BB IXERE OB LR L, FHEOBRSEITIMRZN
T, ANEEIRICZ U v 78, AR VP v v MERRAZ L.
o EIL, Bk, 18, 1Ehl, B2 @ alpha-synuclein 5%, Gallyas-Braak
Yeta Gk o glial cytoplasmic inclusion, neuronal nuclear inclusion 73 i 51
7o, AMRUBLYR IXEREE G, AMIEE, HEE, XREMMREAEZICODTNICGERD S
NDEDOHToH-T=. 717 3y AOHFRRMRIEG Lo T2,

ZE P L ORI A - R TR RO T2 REERIEDIRETH Y, F i
DIREZRZA TR CEERIEFNTHS. WEDILNY &, =a—uar, 7U7T
DIFHFHIEAIZ OWT, L RITZEMIE O MBI 70 B 2R A & bk L TE %2
T 5.
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8. BATHEFE N TIEIR T o o oI TVERZ_EVERREL D 1 51

OfFigfRse ' BHHEAN . HREF . ==~ T2 Gl 2
iﬁﬂlﬁiﬁz

1 /NUHERDEIRRFEE  FhRe R

2 BEHIEE RN A 2T FERT AR ER R Y

(EERI) FETCIF 86 mk B ME, 2003 HEEH (76 5%) . HMTREEE ., SEAEIMEIC TRIE,
BHIZ L IR OUE T2 <, BV IRTEHEEICL2MEL 2 <. MEREEE 72
V. 2011 4 1 AR ABE, ABERFEEAT L CIE, Eb D EETIEH L, L
NI OCEEIX R <L BRAVER b B L= o 7, EMEIRERIESNHIIR, FEE%
FROT, BEOHE FTR#EH YV, EfEiT, A2 TR, RSN EEES)
%ﬁ#otoﬁiiﬁiT ET, T ARNH LI, KEFHIRE N E T,
BB 3BT o 7o, BEE MRT Tik, AUSH, MIBH, SHTEBEOZEHE, 55 3 =D
PR ZFBO T, TR ZEOZENEIIA S TldZe o 72, 2011 4E 3 AE X Y | e
TREE, MEREESET, 2012 44 6 APAICHEGR, 5iEb. HEI AR
HEZp o7, 2013 4F 4 A BRI, Mgk &7 0 2REK 10 /£ (86 %) THL, hf
RHJIZIX. PSP-Pure akinesia with gait freezing (PAGF) & &z Hiv7~,
CREEFT ) AME S 1130g, WHERAYIZIE, R ORIEREZEN 2589, Bl Tk
WREER, PR T DZFEAH, %E®%W&é%m®to¢m%f®%%iﬁff
bolz, BAMBIRIIZIX, PSP OWEMGIE, BHE, WA, FURTE (PNL) 128
EThH-o 725, PR, DIKEERE, KIKEE 7 EOWREITRE Th -7,
#AMEZAE LTI, Braak stage II, AT8 stage III ® NFT | AGD stage 11,
CERAD B, Braak C ®# AEZ R DT,
(BRBIOMER) AKX, ERMIC ﬁr@*ﬁﬁ EEFIERE L
PSP-PAGF &35 % Hiviz, JREEFAIICIE, mL 72 PSP IR DS LEERHITR R L
T%@\;Obtfﬁ@ﬂ\%V@k%@bf%é%@k%z%ﬂkoﬁﬁﬁ
EENEN 722, EO XD RRBMBRICE S OPBRFDBMETH S,
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9. Preclinical PSP & & 2 &3 7= & S5

B RS R OFMaEa], MO, AR
GRS REREE S N pAD T, 7

JEG : SECHE 85 F, Mk, BHEREZR L, FIEEOFEAH, BENLY—FT
A L72EZ 2 BN, B LB L TRDIZR 7o —7 DRI
oD HKBNICIEE L TWLDOEIA I ND, dEMDORE, HEHEERITH
FLEZ T,

JRELFT AL - INE & 1400g, PIARAICHIM, BESEORE 1T, virey 24
DEBFEROARBO BN D, Bl CIXMNEOBREILRNH 525, TADBEX
IR CH D, BE, FHEICBREOOERENS 5, MHikFERICIT NS
BT DOARRAMAR L 2 3R 0 D, ATS Btk DM FURRAEZ b (NFT) A3RijEH
ERE, WkR, REER, SURTE, BE, B T4V -7, /DEERE
RO HET S, BE, REKRLY, B TAY =TS/ MR IR OB
BRSNS B X DD, RIBAIEREIZSE, # PR T & T8 o
tufted astrocytes(TA) Z 38 5, HOEREF, /6%, T4 U —7 872 & TIX NFT
L TA OHBEIZIIWA LR ELEZNH D, AESCINERE P THRIC ATS Bt
D astrocytes DEHENH Y, /NENREE(L & KA E OBEIRERLZRO 5, &
RERIL <A TH S, AiEEE, HRIEAKEIC diffuse BOE AR 2D HGERD 5,
a-synuclein, TDP-43(-) T %,

BB IONENS © ATS Oy kO AR O FF 0 LB TR 15 (PSP)
=T 5, FEZFEZED ETLHEMENG O/ ERY TIEIRELEDOE LT
Y — RN HHTZ RO T, incidental (2% H & #17= preclinical case & %
2 HID, ARENTAIRAIZENE S RiAH IS HLPH CTd ¥, neuronal loss 23 FEH 128
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