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1. EE

[H AT TR EVERRE (PSP) 136% EVEIRBRIEBEE | WKL E M, HEH),
FOMDIR—=F% Y = X LERRE T HHREMEBTH D, PSP ILATEH-KE
TEEEOBEORE R, ZIRMICE Z 2 RIFAEMAREREICLIY LI LIEZE 2R
FUESEIRE 95, —J7, RISEMEARGRAE (FTD) T AidEIEMRER EIC L 5
R 72 JEME R A B, PSP & FTD IEERRIEME D72 59, HEFRERICDH
F—=N—=F v TIRHLND, Ll WEEBORBHGER - TS 2 B g
L7F9ES0, FTD TR & S5 H IR TEIO AL M1TE 2 PSP TRl 7=t
ZEIX 72 AL TIL, PSP OFEMELR - I TEIEE 2 R R0 DRI A L .
FTD L+ 52 L2 HAE L=,

[J5#5] %44:1% Kumamoto University Dementia Follow-up Registry 7> 5 3884R S #17=
PSP & (N=10, BM:74. M3 4., FHFH 69.0 k. 2 MMSE 2 =27
214 /) & FTD &BF (N =13, B 74, ik 6 4. FHFH 66.5 k. T
MMSE 2 =17 18.3 i) Dl Td 5, fariEtR - TTEIE 13 Neuropsychiatric
Inventory (NPI1). Stereorypy Rating Inventory (SRI). %€ D KL= HIFTENO A
ERARDIZO0OF 2y 7 VA MO TIHME SN, &5, FREO TEERES
MBI 2 MLFAR T DA M4 SPECT B4 DR AEHm - CHIE LT,

CRERINPI A2 a7 B L OINPI FAZEA A a 71T BB CTAEEA2RO T,
TRy — BEATE), BRI oA 27 RnE < B8 4R 900X a T MK
WEWSI RO T L= ¥ — &R LT, —J, SRIGiHA=27 (P=0.027),
BATEIA 27 (P=0.041) ([ZBWTIX PSP BN FTD B L W AREIIEWFE R TH
S7=, F7=. PSP BED 50%., FTD BED 46%i2472< & H O & DL ED KA
ITRARA LI, 2095, Rl e TE 2 PSP BEICZ VMM A DTz (P =
0.068), EEMGIALIZIS 1T 2 Ml F OB & L-Cid, Mt s b ArsaEE O Mtk
TAZEL . PSP EED 90%, FTD EED 100%I2 74 B 7z,

[(B22] RINESNRIZIS T 5 PSP OFEMEIR - 1TEIREE A FTD & fied Tl -
TS Z LRSS, MRBICIEE T D EEILATEEE MRS T ERE# L TV 5
EEZ BN, —J7, WEATENX PSP THEICERE THY . NEglRMEITE O
2 XL L HiZ, PSP & FTD O#RNCH R ZREWRETdH 5 FIREME RIB STz,

[fsam] PSP 13/ 83— o U BIHR R & W ) (I O Fr 72 B JRE 7 RS E R -
TENEELZ T HHRETLLD I EEQFHICEE, RIESCT T RS RE
EEZ BN,
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AWIEEAT O HIZ Y . HERE LRI EZIBY | ARIERIZHTZ->T
REJR B 4) B

K2 HHBOR, HERZ B0 £ U7 ReAR KB A B 0 520 ik
Hfe, WA LET,

OGRS, HiREZ 150 F U2 REAR KA BRI ST B GE TR RE 27 BF |
EARICAEITLE VEILEB L BT £,

Fo. HEWEWH A E £ LIZREARR P EFHE TR 708, HmkE
—BERSEE. AmAIRSC A, Ak e, ANIER e, BEERE. BOK
T MRS, ISR (Bl lHERD) . BRARR T AEMmB AR
ftgRem B 0B, BRI, —ERE R, BATR B =% —7
A —RAEH)V), BEITIK, REARRESHTERAER BERE ¥ — /NEGK
HEREG, REARIRE RIS RE v o % —, HPARICELS EH# - LET,

WRFEIZH B 2 e 72 & RSB LT EEVE LEEBE B L UOHBEDOE
HRGICIRHH L BT £,



4, BE—E

AD, Alzheimer’s disease

ADL, Activities of Daily Living

AGD, argyophilic grain disease

aFTLD-U, atypical frontotemporal degeneration with ubiquitinated inclusions
BIBD, basophilic inclusion body disease

BPSD, behavioral and psychological symptoms of dementia
CBD, corticobasal degeneration

CDR, Clinical Dementia Rating

CHMP2B, charged multivescicular body protein 2B

CT, computed tomography

FAB, Frontal Assessment Battery

FLAIR, fluid attenuated inversion recovery

FTD, frontotemporal dementia

FTD-3, frontotemporal dementia linked to chromosome 3
FTLD, frontotemporal lobar degeneration

FTLD-U, frontotemporal lobar degeneration with ubiquitinated inclusions
FUS, fused in sarcoma

GDS, Geriatric Depression Scale

GRN, progranulin gene

IADL, Instrumental Activities of Daily Living

IMP, iodoamphetamine

IF, intermediate filaments

MAPT, microtubule associated protein tau

MMSE, Mini-Mental State Examination

MND, motor neuron disease

MPRAGE, magnetization prepared rapid acquisition with gradient echo
MRI, magnetic resonance imaging

MSA, multiple system atrophy

MSTD, multiple system tauopathy with dementia
NFT-dementia, neurofibrillary tangle predominant dementia
ni, no inclusion

NIFID, neuronal intermediate filament inclusion disease



NINCDS-ADRDA, National Institute of Neurological and Communicative Disorders
and Stroke and the Alzheimer’s Disease and Related Disorders Association

NINDS-SPSP, National Institutes of Neurological Disorders and Stroke-Society for PSP

NPI, Neuropsychiatric Inventory

PA, progressive non-fluent aphasia

PET, positron emission tomography

PiD, Pick's disease

PSMS, Physical Self-Maintenance Scale

PSP, progressive supranuclear palsy

PSP-P, progressive supranuclear palsy-parkinsonism

RS, Richardson’s syndrome

SD, semantic dementia

SMQ, Short Memory Questionnare

SPECT, single photon emission computed tomography

SRI, Stereorypy Rating Inventory

SSRI, selective serotomin reuptake inhibitor

TARDBP, transactive response DNA binding protein

TDP-43, TAR DNA-binding protein of 43kDa

UPS, ubiquitin proteasome system

VCP, valosin containing protein

VPTA, Visual Perception Test for Agnosia

WMS-R, Wechsler Memory Scale-Revised

WMT-GGI, white matter tauopathy with globular glial inclusions

3DSSP, 3- dimensional stereotactic surface projection

9p, genetic locus on chromosome 9p linked to familial amyotrophic lateral sclerosis and
frontotemporal dementia

ZBI, Zarit Caregiver Burden Interview



5. BFREDF R L BRY

5-1. EATHEAE BRI O —fRIEH

HELTMERZ PR (progressive supranuclear palsy, PSP) &, 1964 4F(Z Steele,
Richardson, Olszewski (2 & - T & vz, B EMEAREREENFEE | (SO BRBRML
YA M =7 Mokl FREERERRE e &2 FRER & T OMRAMRE TH
% (Steeleetal., 1964), AH=1E 10 7 AT 5~6 AFREE CLHHGAIR R EE L Sh
T\ % (Schrag et al., 1999, Kawashima et al., 2004) , B I < | 484 i
13 55~70 5% Cd 575, 40mARTHIIAET S (Litvan et al., 1996a), HIFEME PSP
MEEALETHDMN, 17 FYtafk 2 25 microtubule associated protein tau
(MAPT) i&fn+ D H1L ~7'r % A 7 & DR (Baker et al., 1999) <>, chromosome
1g31.1 (2B EE R MF(E L, W ARME BB N2 m T 55N PSP & i
SN TW3 (Rosetal., 2005),

PSP O B 2B A GIT R FARRIZ IS B 1 | KAMILJEREE D> D MRS 2 TR
B LTWD, AR, BVE AN, TR, IR o2& M
Wi bHIR< . IRWTHIR, ARSI, MREAK, PINEERAR, R, S,
MBS, B, T4V —T7ICOIRENIAN D (Steele et al., 1964), PSP Tl
T ORRREE ORI X TR E ORI X0 AL S D iR R HE AL
MBI 5, 62, ZIVTHIRICL Y VERARENEZ S, BFE 7V TIX
b - HPRTEEESCHRSRICZ < HBL L (Matsusaka et al., 1998) . FH#EJF#RAEZ (LD
o3 LTI > TS, PSPICHBLT 2R E & Uik, # U R BNEICHEGT D
WO T X BRESIOMB D IZLB4E G Y E— R THDHZ ERbhoTEY,
4 e— MMUZ T LIS, 70, BN VEANREILET D LD anp
MR A 2 7 A/ F— (tauopathy) EF#FRL. ZAUUZiX PSP oft, 7 /17
A <=9 (Alzheimer’s disease, AD) <°—#B D RijHAAIEERFRANE (frontotemporal
dementia) . 2B FLECEZZSME (corticobasal degeneration, CBD) 72 EMN &£ 5,
PSP | XFGFRIEMGFAIICS—F >V 9% (Parkinson’s disease) <°> CBD., % %i#iZE
fEiE  (multiple system atrophy, MSA) & & $ 12/ 3—F Y U BIEUR BRI/ S I
LI, EDO—FTEIFNRF=ICEEN, EEERAESL L ToOMEE &bt
FoBEBEWZ D,

5-2. WEATHAZ _EMERREL DERIRZ

FRERASMEIR RO EZ WA DI, MR EIT R Z b > TAREn o DN



HWETHD, T, ARNIIIMIEIC L0 BB S 7R BRF R 7 fE R
Z AL G o T BRIRFZ W R YO T LA e S I L T2l 2 T3 2 & i
72%, PSP TlX, National Institutes of Neurological Disorders and Stroke-Society for
PSP (NINDS-SPSP) DERIKFZITHAE (3% 1) (Litvan et al., 1996a) 23 EFRAJIZH]
WHAL TV %, NINDS-SPSP @ probable PSP MW ZHIHH & L TiE, 40 kLA D
FIE T, FIE 1 FLINIC I B AL D AR IREIT O T E MR EER) R Jo L OVEE
IREBARBENFT LTS, F7=, possible PSP OMZETEH & LTl MEH
PEAREGEB) RS & L < IZImENEEEIMEREGER OB & FIE 1 FLLNICA S
D ERIRBEBARLZE & GEEMENRFET N TV 5, FIRRIC L DHEEZKH O
FREHZ X - T, Z OZWENED R & K FLEE 3 probable PSP T3 50% & 100%.
possible PSP Ti% 83% & 93% & #i s & 41T % (Litvan et al., 1996a) .

MRI X CT 7 & OJZREME Tl T OH 550 2 Hls & U 7 Il o0 28
5O OFERD LIX LIEA NS, 7o, #ITE & bICHTBRE DO FE
LHALID L DTS, MRl RIRWICIE, FRHEEE M L, FBIEE )N Hhig
WLk 7=V B AT R “~F KU (hummingbard)” @O b=y MIELTHD Z &
5 hummingbird sign & FEiEAL 5 (Kato et al., 2003), = OFTRLIX PSP (R0 72
FEREMMG T L & S A 08, BRENZITA D W 2 L ICEE 2 34 5, single photon
emission computed tomography  (SPECT) <> positron emission tomography (PET)
72 EOREWR TIX, RTEARTEREAMUES, ATSEZEPAIR ., A AR R &2l &
U 72 RITEAEE S KL ORGP i, AREHE T 2389 % (Foster et al., 1988,
Johnson et al., 1992, Verrone et al., 2007), 215 OZEAGIZATIAEE D ZERE N S L
RHEING LIZUIERRD 6D 72, BilEE-BVE FRIE OHBREGOR /AT 5 K
R 7R BTEAZERERE IR T DFFENRZE X DIV TV D,

5-3. TR LR O ERR B

i PR 1

PIBEIERIIARE TH D | BEORLE S OBTIRE ., IRIER & Vo 7o i
BETHDH I ENZVD, FRARERERREECRMEIR TRIET 2 2 & b TlIzn

(Golbe etal., 1988), PSP Tid UL UITHsE 24 0 iR 3205, FRITHE ST ~DHRME A
e Shd, T <ARRNANBBTIRED N—F 0 V VIBRITHRHA LIS Z &
LD, IRIERE LTE MRIERT TR AL REHEOFANE NS, #)
7 B IR BREE R F 82 O B NLDBE Y A b =7 72 E O R 72 iR 3
HoENDZ LT THDD, BIEL TR LRV TITZARETH Y |
IN—=F Y R AD LT s WA Z B H S (Santacruz et al., 1998), i
179 % L e PIEEOME RS 7 & O MEER BRI S HEL L, F8AERElEE & B 7



DX, KNI TORSL O NEEE 720 | iR EOEPHE T T
5 ENE, PSP ORI 6.6 2L &5 (Litvan et al., 1996a) .

RE T MR EE

PSP TR ABEREFEE ORGSR IR - ATENEE S LIX LIEA B, 206 OREIR
1% 8%DFITHIFEIEIR & L THIL L, OB TIIFIAE 1 FLUNIZREO 5 &)
H I TS (Litvan etal., 1996a), F7=. PSP £ DI L& 60~70%73 %t D
HCRAENELX 2725 L HE ST 5 (Pillonetal., 1991, Daniel et al., 1995)
PSP DFRAVESE IR DRI 1974 412 Albert (2 & - CRE# S 7= 8 FHERR
FNJE (subcortical dementia) & WO MEEE & bIZEIBILD X 927> 72 (Albert et
al., 1974), 3 72b b6, 1) TTIZHELN TV D HFRARBUIIS U THRIEL, 2 F
HEHT 2 okEE, 2) B2, [FHAEEEOREE/l, 3) LEOHKT
372, TICBEWHT Z ENRTERW TRE] LW) XA TORIEREE, 4) &
Eh, MRS, O b, BEIRIN, R0 FEIE L W o 7o A & RRIG OEE ., 5) IE
BIIOREE 6) BAROEETH . D OFEROE SISO/ & D
RETEOREZEE L, KE THRIEOMEN B N, £/, KET
PEFRENE DO RER T RTEERSEGRRE OBRR L b —B 5720, RiEA-FE TR
DOSRERIFEENEE SN TE o, Y. BE THRIETH D PSP TlX, BE
PERREVE TH B D K 9 RAFERKR. KT EDORMEIERILA HI7ew &
SNTWER, ZOHOIFRICE Y ZHIFFRY THH Z LRI TWD,
PSP % RAEANCERA L 7= Tl 40%I2 AT (BRIAICI3 BB FT) 258
¥ (Leiguarda et al., 1997, Pharr et al., 2001) . PSP JRELIZfE 5 FEFIGHERGE S & <
B TWD (Josephsetal., 2006), IT4F Tl PSP OFBEVESE IR 2 AT EAEEME DFE
HIE L LTI DB T DER Lo TND,

IEEE: 2 s

Pl U TE 72K 91T PSP CTIEATEAZED fETE S, B THERERE O EIEE 7
E ORI RERREE A 295, BITHREREE TR W6 2% & 4 (Pillonetal.,
1991) . Wisconsin Card Sorting Test <> Trail Making Test, Frontal Assessment Battery

(FAB) . REURHGMERRE & OZRITHEBERMR A I W TR AR 2 7~ 3 (Dubois et al.,
1988, Pillon et al, 1991, Robbins et al., 1994, Paviour et al., 2005), F£7-. PSP & D
ZATHEBEREE T, BEFEEEOLED LRV —F 2 Y UfH, MSA, N F 2 b
>J% (Huntington’s disease) &V & & TH Y (Pilon D et al., 1991, Soliveri et al.,
2000) . [HERAQAFIRFREOFENE S ITEEFEE & IIMZ L TR 2 28 bbb T
% (Dubois et al., 1988, Pirtosek et al., 2001), Z DIFNICE, ATEHEMOREE L L
T, HORNZ®H D b DIZFE2MITZE H & T HHERMERRITENSMBE 729 50 O



AT 2. BT 2, BRI R ENALNDL ZE b H D,

FBrER - TEESF

W ODDOHFZED PSP B TILRTEA-EE N R OB G N T N — i
il & 295 EoRIB LTV 5 (Litvan et al., 1996b, Lulisevsky et al., 1996, Aasland et
al., 2001), 7Y —IC XD BRSO OMK, BROKT, X, BREMED
KX UXULIXRMA G AL, 52 &ExbnbZEbH D, —FH T, PSP
TILERRIC 9 D%\ & 4984 (Borroni et al., 2008, Schrag et al., 2010) <°
KHIOIFEBBENGEDER B LWV IHIELH D (Menzaetal., 1995), HA
FAFERR DR % & L 7= PSP DJESIHE (Ovsiew etal., 1993) & & 273, LIS
T EORMIRERIEIR 2 295 Z L3 & S (Josephs et al., 2003), AT
HNTITHRIZFE R 70 < 2R RERIREE & 72 0 | AN ORITRIC SIS & 72 2 FffE M
BRIk E 29252 L3 H 5 (Sasayama et al., 2007) ,

Richardson’s syndrome & PSP-parkinsonism

Williams & (3R BLAYIC PSP & 22 S 7z 103 B O BRIRFT L. AL PRI H,
7o EEFEMICHE L, B 6 B e RER LR REREE AL 2T 5
Richardson’s syndrome (RS) & . FHICITIRERL & D/ X—F 2 BRI FEXT R
PEIZAHHIL, LA RS T 5 BOstHE 2589 % PSP-parkinsonism  (PSP-P) @ 2
FNZHMETE D Z L AEE L= (Williams et al., 2005), RS %1% 54%24024 L
BRI < SEHRW I 5.9 4F L B DT L, 32%233% 2 L 7= PSP-P X
PEZEZRDT | FHRIRBIF G 9.1 F LR o7, FEFRZRBFICE N TS 4
JE—hE D,/ 3V E— R ZUHNRSETIL228 THo=DIZxt L, PSP-P
TIX 163 & 4 U E— ¥ UDEIENMEN -T2, PSP-P B 4T I EBAR LR
TEMESIAE], FRIEREFRE 72 £, RSB CTRMIN G A B 5 X 95 7o il 7 PSP
DIEfED HEL=RBIEINT 5 & Sh b,

TR EMERREE D B BRI
ZZ ThbNORRFER Mk %72 LIz PSP O BRIl 2 1~ T 5,

DREGT] 70 e, BE. FHFIE,

[EFF] s, RE1TE,

[BEAEIEE] Kyt~ FHHEAR L,

[FIERE] GRAE, R, MR B OFRER L,

[ZETEIE] @i Ariite, CEETHHEE & LTEE LT\, YIRBRILZE
EDTNES L, BERT 2~3 & H ORKIERE, 40 A H X 15 4] OBYEEE ) &
Do



[BUREE] Jok, TEFE CTILIRDMF E MR CTh o 72y, X-14F 1 AE) b EAVK
TOAHBL, B2 L7a<eb, FlEitE R o, FENITIFHIHET
a3 zbIbIIIHTHETESTTH 720, BEZ REIZZOAT &V
STATIEL b A BN D KO IZ72 o7z, [FFE 4 AENDIZAREZRERX 570 8
ORMFEEES HE Lz, F4E 5 AENOERHEZ - EERTE <D, &
EOBEHNE L < 72of, [FF 1L AENOIFIULIXLITY EE-CEE, RFFRE7R
&) EWRLEID X IChoTc, Fio, $4TICER 3 [EYTE, 1000 9 o5&
AT EWVS T HFEITEINA LIS L D277, [ 12 HAENBIXENETH
TR O FEEREZ D X )87 T-, FIROED TITE O RHFEE
oLl A, BAEAZ Y —=  TRBEIWCCRIEL L TH Y | FHE
CT TIIMMZEMEZRD ., AD L Z2Wr &iu. donepezil (2 & DIREN LA Sz,
donepezil & 3mg, H7>5 5mg/ HIZHEE LI EZA, AR—=Y TV LNL By
BOEFETHTEZY, HEWICHEEE CHHT L LWV TEIRN A LN D K
Tl oTe, X2 AIZITHERE T L, 1 R IS msE g b CERIC R
SNz, [F4E 3 A 2251% donepezil 78 10mg,/” BIZHER S 228, IRER. 9T, i
HEBDDH X IRtz HERE TOYEME G 2 7272, risperidone 1mg,” H A3
BAtE & Ip o722y, K 2 WEMBIIIFRE], HH), REKNEENEE L2
I HIT 1 HMABIITEE EANRWIREEE o7z, N—F Y HERIZRT LT
biperiden 23 4% 5- X723, HALRENHBL L1272, [ 10 H ISR AE
B REZ2 Lol
[T R] ALENIIRZ D08, MR ODERER 7 SIRIEL LAY 5 & K Chl
SERFR BTz, WikldZz L<, iz llL TEPAELS T LiEoTl, 2
LBEDOHATE AALDFR LG A2 10 H%ICHAEFRETH 72 L, iEFREEITTL
WAL CTd o 1o, MRIMATEIORBE 2580 . BATHERER ATV T b IRAGE T
bolo, MRRFENCIL, NEOBBG 2 5 TEMAEREER S 205 - Mk -
(RER ORI FS KX OESE), ZE O L RHRE A R 7o, BT/ Tk
WA LTEY | %RFICHEREEHESE 2B O,
[T 7] 858 MRI CIE P idek s, ATEEE BB O FiE 278, SPECT Tl
RTEAEEMEAL O MK F X7 —r R b (¥ 1),

5-4. HEATHERZ _LHERRE D IR

PSP Z#RiAG L7= 0 | #fT A ERITIED 5 K 5 72iaHk (disease modifying therapy)
XF 5 TE LT PSP DG & L CITARIE RO ME R I )3 2 RPHER) 72 38
Yilit, B X ONEBEESLEHEET IS T DBARIEN R L 2D,

Bk U7z & 512 PSP-P BT HAVTHIENITIEB R (26 LT LR B0 R

10



HEIFFCE DA, HAY7e PSP Bl ThiE, ERRZHIEMED R B I b 2%
FTHATWD LD LR RARISEIIARR TH S (Litvan et al,, 1996a), —FR %
L9 I TH 5 amitriptyline WL IR DA 72 BT EBER~ b A TH o2 &
THWMEHH S (Newman, 1985, Engel, 1996), AD i&#H TH % donepezil D —

B v A4 — "= BT, B0 TOSRELRO N, H AN
FECHEIEREDIK T2 A 5 TH Y (Litvan et al., 2001) . RS i CfEH &
DIZIEE - TR, BLE-PHINH 72 & ORFMRER I3 LT LI Lok
JRENEH SN D0, D OEFNTHIRECAMED U 2 7 2 HIN X & 5 Al Retk:
MWV, O THEEBIFEHINLIRETHA I,

11



7% 1. NINDS-SPSP DERFRZZEr&EHE  (Litvan etal., 1996a 7>55( 1, 4 7R)

probable PSP
RRARUEAT M7 AR
40 mE LA TEIE
TEE MO EMEIREGEEN B TIER 1 LANICA COHRE 2 P19 E 7R RN 0E
BRAVZWT LRSI TS &0 78 ERUER 2 A UH DD IR A2 L
possible PSP
REARMETT MR AR
40 7% LA FESE
T E M IREKGEE I FE AR 50>, HAHVNIIE S W OB IR EKE B EE OfRIR ke
FIER 1 LN U DIREI 21D FE R B RNL EDOM B ZROD
BRAMZ I RS L T D107 EREER A AE LI DM BB 2L
definite PSP
probable PSP 7)> possible PSP {2 B FLHEA-Ti 7= L | HEARP R 7 AL VR 72 PSP ODRIE
WAFRDLHD
PSP DB WL 1
KEFRIE D BB I DU MEFENE, AL LB AL TRV
FEIRFDOLE Rl
RSUABFRI SR LRSS A IR =5 L (R
FLHADNE OWe T 5 T LA B
LU DN 2 DLL B Te RHIBIE O ISRE IR E 2% | fhR a0 BB IEE | FERG D
R, FIRATEN D DV NI TEY  ATEHEEM A
PSP DR/ EE1E
5T DK DI fEE
fil NDF{8fee . BB MR | BT E O RTEETE S D1 A EHEE THHE O Fid
RARUNABFICEDRN LI RH DN T =
T IV A — IR D B MERRE (FEE DR & KREH DT AGE, NINCDS-ADRDA
FEHEITAKHL)
FHCRIDDO/ MR, HDVITE I TREINGOFH] TE72 B AR R G5
PRARII ) S PR PR PR )
B CIERIFRIE D/ —2 0 L e (k)
BEEL 9 DI RERY FL 5 DA R 7 RUREIL (R EEAZ S D\ IR O 28 | ZEMEZEHE)
polymerase chain reaction (2 Z0HEFRSH72 Whipple J5%

12



X 1. B B PSPHil o @{%pT R,

A : MPRAGEE &5k, &

RS IIREICEE LT A,
B : FLAIR[E{& kM7, BiEEZE
WEBEOEMBERD B,

C : 1231-IMP-SPECTH /&, &

BEEBM DMK T 3% —

BEheb,
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5-5. RERMAIERELFREIAE D — R EH

ATEERIEERIGEAE  (frontotemporal dementia, FTD) 1%, #&<CH 0 HH Ik
LR E o T NIEER., WIRIRY - HEETfﬂ?EIJE’JfOEﬁ@J EhH o TEITHEILH
JE L, HEITPEICRGE U ORI I S EER e %Z)’Tf HRAETH D, N
k. BTEAEEA & /&ﬁ&WiMﬂ\fJﬁéﬁﬂi FIEMY T, FTD &z
HRE & L CRisAMIEAZEZME (frontotemporal lobar degeneratlon FTLD) 25% % 73,
ZHULFTD OAe 67, SiBERE B E T 21RO MIBREE R &y N“
FITAR Y 3 2 FEVEMG MEET TIESCEE  (progressive non-fluent aphasia, PA) . B MEER
FIJE  (semantic dementia, SD) % & & 7= L 0 @R ERIEGEREZ T (X 2)

(Neary et al. 1998) ,

FEFHINCIE FTD O 6 BIFEEN B L v, & L THIEH D 50~60 fRIZFIE
T 5, BIE#KROFEEFHmITBLE 10 FLUNE INL0, EHj= 2 —nr UEE

(motor neuron disease, MND) %5 % A 7 TIL 5 FLUNE SN TV 5, 7'&?&(“
T E A EDOFINIMIEMETEHD D M3, BICKTIE 30~50%F8 E I KGR & 7890

(Ratnavalli et al., 2002) 72 &, HgENA LD, FiEM FTD OJRKER 1 cE
LTIEZNETIZH Y (Huttonetal., 1998), VCP (Watts et al., 2004) . CHMP2B

(Skibinski et al., 2005), 7'v 2 7 ==Y > (Cruts et al., 2006, Baker et al., 2006)
BEE STV D

5-6. # WA /NF—& TDP-43 70T A ) /8F—

1892 H=~1906 4F-7>1F T Arnold Pick 23 ¥ v 7 5 0 JFA & Gk L . 1911 4512 Alois
Alzheimer (2 X > TE v 7 EKOFLHE AT, 1926 4 Onari & Spatz 23K DR )
PEZFEREORREIZXT LTy 79 & 4317 7= (Onari & Spatz, 1926), Z @ d7 iy &°
v ZIRTIEREFOT RTICE v ZERPFE LTI TlidZe <, L T
ZOIFETHED E*ﬁéh“(b\iﬁﬁ)o oo FEER. ¥ 7 &2k ST ER O
FREEOZIIE » 7 ERITEE O 7o 72 (Ikeda, 2000), D%, % v GtEE AL T
HHE Y VERPBHBLLRVEFIOIF & A SIZ2 BT VR AR HBLT 5
ZEMbNY, 2O LTIERNIZZ vtk v F BB AR EZ A9 25 FTLD
#t (FTLD with ubiquitinated inclusions, FTLD-U) t#FrEnb L oil7zo7-, &
BT IR, 2o v F PR AR ORERCE H 725 TAR DNA-binding protein of
43kDa (TDP-43) Th 5 Z & HVHIBH L7= (Arai et al., 2006, Neumann et al., 2006) ,
BE, BRI FTLD X, ZUBMEHARZAET 22 U RTF—HTH S
FTLD-tau &, TDP-43 (5D TDP-43 7 17 A / /XF—EECTdH % FTLD-TDP (2K
BIZTHRY, PSP L CBD R Utk FTD & & & 12 FTLD-tau IR EE S S 1
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HIZESTWD (F2) (Mackenzie et al., 2009, 2010), 7238, Z UM FTD & #
v [EME TDP-43 [5tE FTD OJEfEFEM e 281372 <. BRI 2 b 2 X34 %
DITFEERARETH D,

5-7. RTERERELFRIENAE D ERIR 2

PSP & [FIkEIC, ZAVEMFRAE CTH D FTD ZAEREEZKI CE D X 9 72 ( 4
~ = —IXE BTV, ERRSS I 38U TR 7o il & e e 2 42
PR DE PR A B R A A IR L BRI Z T 2 &1t b,

#3102, 1998 TR S L7 FTD OFFRZWr A% (Neary et al., 1998) =7~
ZAUT LD ELFTD L2923 1) JERITIEITIEICHIAE LR~ IZETT, 2)
S NTEIO B 5 OfEE | 3) H OATEIOMH O RN S OFEE, 4) B
D OIFEHFR, 5) BN S OFFBKMOT R CEHMIZTLERNH D, Z0%
Wk & FIRR B K DIRBERZIT & O —BeRIL, BUE 85%., FFELE 99% & ik X
NTEY ., BN 2490 W2 S 72> T s (Knopman et al., 2005)

NMAET T ER O RIGHEZEME A 2 5 &9 JUTIL.CT ° MRI 322l A HTh %,
FHECLEAZZRD D Z MV, EAIRIFWEICEH L CODELHNLH 5,
F72, MRIZEBWT T2 SHFAE R & 7'v b 2 iEFR % CRMZERGHALO AETE 5if
EREMTHZenby, ZOFAITKET 7 VA=V AEKML TS &S
N5 (Kitagaki et al., 1997), SPECT =° PET & Vo /- iMkEREMEI 1% Cl%, BIEEE D
i,/ A OER ML TR A BN D,

5-8. HIERERZFRINAE D FR R 18

AR REREE

FTD T THrex &0, I, RIBEMIREE ), R, gaEE, BEZo
FHME 7 E ORTIRAEREEDEE 27~ 3 (Neary et al., 2005), S rE1H CIFIEFHE N
WAL, REENRORHRILN A S, AAIRTEEIEICFEE SRV A LB g
EERGEA 275, HEANRGE CORBREILIE L2200, RERAETIE
AR ENE L, REOEY MK T HEMK T, £ KT 2R EN
BH LTS EBEZBID, AD ThEE I 5 22 MIFRA-CHE R RE 1 3l IR 72
N5, LIenoT, RENORESCHEROBEEZRD 28551, Fl 2 IT8ESE
MEN.>TWTH FID AN DOEBEZBET XETH D,

FEFRIEIR « ITBIREE
FTD TIIWAIM L VIRakicZ L< 2> TH Y, BHOEIZE 7= KON

15



T%%f\ikﬁb%ﬁ%oﬁﬁﬂ@ﬁb%ﬁﬁb H OMAIZEE LT LD
ETDHREFITIE L A LB SRRD, L MFELECESPLESTZD
EFOLEHLEAS D & L f@é?’_&b %ﬂfﬂfﬁ')\@oflﬂf LT R
FEELEIDITMUTEVT D, ZHNIMENABZOZEEZEIEZEZXZTNDHDOMN
EWV ) R DEE S NDRER EHERI S 4L, LR (theory of mind) DFEE &
DOBENRZ 2 5N TW5 (Gregory etal., 2002) , 1HEhHE ClE L3tz R4 2 &0
L2 —J T, EERESEL, AR L CWAEALH D5, RN EITT S
EEBITHRBIEMET L, T8 —=DHIRICE->TL b, 2. WL H]
IZBW T, ARPEML EOMRRERO MBI THiTH 2,

ATENA OFFER 722 b & Uik, Bl - KASeTERE FITE), B17E)
BEPNLITLIEALN D, FAE~OXED bR <Rk bie< £ EITTET
%N E &7 <178 (going my way behavior) 2351 5L TR Y | KRR 223
%Héﬂé ETHRIERER, RNV —VERDBALNDZ b5, HIF

ITENIHIE O mEAEEICRO LN DIERTH Y . HH, IE - TZREREICIRE -
T BT LA RMERS, FLa— R TEx &5 EFT 55 R JE T
(roaming) . [A CINZE DRG0 I U AT § 56 LT 5 e 5 il FrE O HEE
KIELTEWRT 20 ENCY T LRERENAOND, EITHICIIFTREY
AT ST ORI, FEANTF AT LINEFTZ0 T EESNAOND,
WRENEITINCB LS RREOE-WEINY Zif A TRNTZD, R A=
2 —DORBRIEN Y Z1ED L S TATER A BN D, £lo, HOPSRWESIT O
ﬂ@ﬁ®%ﬂ®%k%ﬁﬁﬁbﬁbﬁ%@%héGmwmﬂimboﬁﬁﬁ%
RBATENRF X AD & OERNZRICA M 7ZEk & S5 (Bozeat et al., 2000),

FTo. HREEMEDN UL, %%ﬂﬁ’ﬂbfﬁ%% IZALBR, BSOS LTLE D
Ko7 b, HEAERSGE TIE, MEENLL ERDEOONTIED BN D
547% (imitation behavior) <°, FA72 EDBIZAD LT Atk BT 258800 %
wey IRANCE N E R R LICERA L LS &2 HHAITENR AL S,
BT 4 AD & OEERNZA M7 EfE & Sid  (Shimomuraet al., 1998)

RITEERIEERY 3R A0E D B B
DIVONOFBAVEER Rk E 72 L2 FTD O BRI 2 1R 5,
DEFI] 655k, ZME. HFlE,
[EFF] BEm, i,
[BEAERE] HFrid & FHAR L,
[FHEE] FBHNE, KA, MR B OFERE 2 L,
[ATEIRE] &R S A e, Tha, BUEIIRE AEDL L, ARGHEME
X720,
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[BURRE] oA T WM TH - 7208, X5 4EEN S, MENCRRD
RE L EBERENRNE WS TIERBRALND K )T oT, VEEME 1~2
FF e, FTEENOHTTE, BRE TR R EDRE o Toa— R %2 H
BRI Lo Te, X34, fEE=72 L, FTID &2Wrahiz, #H 4 FoD
TAYP—ERAREAINTZD, IKAOH THLERIVICT AT —ERITI D &
THREBLNT, XLFEHNORRRLZOENR LN G20 BRFms4 o
fANZIMANEEZ, FEHTD L0 oT, o, B ERAATTIC
AE% & O OHTIHE Lkt 5720, 1 BIOBFICEEEM NS L 2otz
HOBRTIEIZEK ) T &1ER Do 723, X FRED GBI THRE L TRk
EENDZ EPNHEENCHR RSN, BB T OMKAMIC XET7 A, 4
Bz liroi,

BEFTR] Z2EHTALAL ELTERY, (LR ICEMES k708 A
T oz, WICFETREZED T 5 F RN 2EE 258072, MR T
RSB DA B A R 2B oz, BiME LT XL EXTIC 14900
FHA R THMY ERA] EAETHZ LRSS, HROEREIIEEGSTH
ST, BEREBPANZH N> TV VA2 L TAHAED EELA L, BERDHEK
BRWESITHEFEDOFEZMA TN THEREEDOFLMSNIIIRVIZENTELEZ T
5708 W BEOTUER A O, REPIIMELR AL E D LT 5 EH.
LAENT, BEOKTEZEHE TS L, BELETHEZRPH L TWholz,
[EMEPT L] MRI T3 B O RTERRIBREE D E B 72 i 278, SPECT TIEE
MEEALIZ —F L2tk F 287 (K 3),

5-9. ATERMAIERRLFRANEE DI

FTD (2B L CHARIBZRIAIEIEIIWEZHFE LRV, F 7 2 ERE Lz
KHER R FEMIFRIEP AT O TV D, MLWTEIREFZ 2T DM LT
olanzapine (Morreti et al., 2003) . risperidone (Curtis et al., 2000) . aripiprazole
(Fellgiebel et al., 2007) 72 & OIEERUGHIFREOFEMENRHRE S TWD, £
7o, WEMEIZEES < FTD OFTENFFE E B a F = 1EE% & OBLEB LRI L Y 5
S THY, AEEMEERE, R TEHIZE T 20 h=UFaROE T 20
UIIRIBAMIBEREIC B T 2% v T 7 At o b = 28R O #EAR D O IRE
Wb 72 ENE R TEVRBUCEE T 5 Z E BRI I LTV 5 (Yang et al., 2001,
Engelborghs et al., 2004, Huey et al., 2006), = 512, FTD &HALL L7 TEh RS A £
T 5 GEIE M R AR M R B LRI 1 b = IR A PHESE (selective
serotomin reuptake inhibitor, SSRI) N HZNTH L7 EOMHGE O, FTD O%F
[FATENC X% SSRI DR BHEET S dv, AR HE S TWD (Swartzetal.,

17



1997, Ikedaetal., 2004), 7=, Etr h=2 2A 7 ¥ A=A b /Y IARLE
LT 5 trazodone [ZOW T, BATENVRFCHE . #19 DITxd 220 il
STV 5 (Lebert et al., 2004)

FTD B TN IREA KA L T\ DT, 7 7 RRIRIRODE A - ikt H
BRRERZ b LN, ZOXIRGE, V—F—MURENAEIE SND

(Tanabe et al., 1999), Z#uix, FTD & CIXmR., EEHEEE, HZEMiRm, F
tE BRI D AICER L, AU RO 280 2 R H U C i 72
E¥E%Z BRICHAIALTFETH S, T4 7 T7EANIHT > TUFHEY R F » 7R
VEERIEZATO LM ZE 2T, 77 2 2RMICE bS5 2 & TEAZM S,
FTIHMEEICEVEIND L) ICEESCHEZH L0 LOMELTRE, B
DANLHEAD ET5E S EEOTLELZRIH L CGEREZ FET R E LT
KL B, RANOEREZ L5 HERISHAAN AU, B IEE DT 4 ITREH
T 5O, TOMIFITHES LD L, MEAHEOBIRIZ S22 5,
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BIICE{AIEE B ZRENJE ~FTD

(frontotemporal dementia)

AEERIEEEZ 14 E ~FTLD EATHEIETG 1 KEE . PA
(frontotemporal lobar degeneration) (progressive non-fluent aphasia)

EIRM4ERENE . SD
(semantic dementia)

B

AT SR TR e 2E
A B B PR 2 e /[

B2, ArsABALEZAMESE (FTLD) 043

AlZ FTLDD AL % . BIZSERRER O X7 2 MEMRESM 2T, BB
FEERER O ET HRESNLCAIET D,
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# 2. FTLD OfRREEH (Mackenzie et al., 2010 2355 /)

F 2 HH BT A BB LT
FTLD-tau PiD MAPT
CBD
PSP
AGD
MSTD
NFT-dementia
WMT-GGI
Unclassificable
FTLD-TDP Type 1-4 GRN
Unclassificable VCP
9p
TARDBP
FTLD-UPS FTD-3 CHMP2B
FTLD-FUS aFTLD-U FUS
NIFID
BIBD
FTLD-ni

aFTLD-U, atypical frontotemporal degeneration with ubiquitinated inclusions; AGD,
argyophilic grain disease; BIBD, basophilic inclusion body disease; CBD, corticobasal
degeneration; CHMP2B, charged multivescicular body protein 2B; FTD-3, frontotemporal
dementia linked to chromosome 3; FTLD, frontotemporal lobar degeneration; FUS, fused in
sarcoma; GRN, progranulin gene; IF, intermediate filaments; MAPT, microtubule associated
protein tau; MSTD, multiple system tauopathy with dementia; NFT-dementia, neurofibrillary
tangle predominant dementia; ni, no inclusion; NIFID, neuronal intermediate filament
inclusion disease; PiD, Pick's disease; PSP, progressive supranuclear palsy; TARDBP,
transactive response DNA binding protein; TDP, TDP-43; UPS, ubiquitin proteasome system;
VCP, valosin containing protein; WMT-GGI, white matter tauopathy with globular glial
inclusions; 9p, genetic locus on chromosome 9p linked to familial amyotrophic lateral

sclerosis and frontotemporal dementia
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% 3. FTD OEKRZWENE (Neary etal., 1998 7358 . E#HR)

MG ZEA L AT R bt oD B2 55 3R ) 1 s K OV FR R A il U B R C b D, 7, 22
HIERE, 174y, FLlB7e L O BRUBERRIXIEF 2 es i LR 7oL D
I FRERRFE (TN THLE)
A, IBEATIHEICFIE LR 2 (17972
B. RHINLOMEA R ABIROIKT
C. FHIMD DR N kDT fE
D. FEHINLOIEBO S
E. BHINLOFROKT
1. XFFT DLW
A ATEHEE
. BCOfESEEDRE
BB O E AL FHRIEDTE K
. SR LR R
H A & AT A Mb
- PRAGERY TR TED
. FIAATE)
B. #ifL S0k
1. FEEEOZEL
a. AFEMEOI T ERFEOMFL
b. F&FEDTCHE
2. WIS A
3. EEFR
4. PR
5. R
C. H{RHTH.
1. AR
2. REE
3. M, [EHE, IRk
4. R DD AR E R T
D. AT
1 MR ODERA: ORISR, KEE, ZHRMEF LDV BRRTTHET ARO M E
2. AR : BRI B D28 BEDMFAE S DIH Bl L@ i O MR AL Tl IE R
3. Mg BRI KON F T RE I G) - & B ATEHEE IS KO 7 I B B2
DR

o A W N P

21



3. H B FTDH O m{§pr A,

A : MPRAGEE & 5 kB, B
FERIEEZE, PNBEIEEEE I A1)
BLLOMOEMREFRD D,

B : FLAIRE{& &M, BIEE
EDHEERRENERL T
AT

C : 1231-IMP-SPECTE {8, &Y
FERIEEZE L A RIEAL o0 M FRE
TaBDH5,

22



5-10. AHFZED HHY

IHNETEHPSP TIET NV —BH NEECTH D & OMEN I TEY,
IO ORBMIERITIFTD & O —N"—F v I RH LD, —FF, FTD TIEMm
HL T R =Nz, FRATEIRC AL TEN 2 LIZ LIZET 523, PSP 2B\
T IS OITENEE 2 BRI IRE L 72 AF9E 1722, S 512, PSP & FTD 13,
EHICHTHEIERRER E IC R T DR A 2 L, WEFMIIC S FTLD-tau (20 &
NDHETENRTF—ThHr7e L, BRIEFEOAZOTIHEFHE RICED ETE
—N—=T o TRBLIDH, WREORMAER - 1THEIRE & BB L7
ECA4AN

PR ORSAER - TEIEEZH LTS Z ik, 2 b DRBOER]
RO Y) 2R HIER D~ 2=V A N ERIRT D2OICHEHTH D 717 Tl
FEGE DR EME A T2 9 A THOEERMBME 725, AL TIL, Kumamoto
Dementia Follow-up Registry % F\ T PSP OELFER A ks tiE IR 6 & OfTEN e &=
T, FTD &35 L2 HIY & LTz,
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6. EERHIE

AWFFRITREARAR P MBE RS OKR A TUT o7, 2. AR ORZRITT
— & ~_— 2 (Kumamoto University Dementia Follow-up Registry) 7> 58 IR S 7z
M, TR ABGRICEE LT, TRTOEESL L IFFERIC FRAEICEET
2 BRI 36 K OSEBTROE 2RO SE | ~OZ MDA %2 Fil TH T\ 5,

6-1. Kumamoto University Dementia Follow-up Registry

2007 = 4 HICBHER S VT REAR R S = 2 BB I B i Be A ks A R+ BERE B P 41
RKTIE, RBEEA R DI T LT, 2 4 OFRBAVER L OEERHE T
DHEFHEEIC X D MR R 52197222, Mini-Mental State Examination (MMSE)

(Folstein et al., 1975) <> Clinical Dementia Rating (CDR) (Hughesetal., 1982) %
G DB R A (38 4) . Neuropsychiatric Inventory (NPI) (Cummings et al.,
1994) 72 EOMBATEIFAIRA (£ 4), miksd (FRESLVES, BEZ2 I
Bl, B12, ¥z &de), B MRI & L <X CT, SPECT ZHiAPEICHEsT L T
Do ZILHDBE, ﬁﬁ#%%%k’l@%*:yty%X@ﬁ%ht%f%
Wri A2 W TR 72 S 4, REARKR I 2 FRFNE DAY 36 L OEWTHY
f“@%ﬁ’ﬁﬁ?n&@iﬁﬂﬂ@lim’E%ﬁ’(ﬁtim I U TR, MRERAT AL, A
FER. EBRRMAAT R, W, HBIR A2 8O FUET Kumamoto University Dementia
Follow-up Registry ~%¢§k L T\ 5,

6-2. BFFEXIER

ABFFETIX 2007 454 H 7> 5 2010 4F 9 A O HAR 12 Kumamoto University Dementia
Follow-up Registry (2= U — X 7] (N =975) 25 FRoO B4R Brét
FEMEZ 72 L= PSP O] (N = 10) B X OVFTD el (N = 13) Z x4
& L7z, PSP O#ZWrix NINDS-SPSP ¢ probable PSP M2 Wrik#e (3¢ 1) (Litvan et
al., 1996a) ([ZFESW\W TR &N, FTD ORZKHIIERRY —% 7 71—z Xk b
FTLD DEEEZKrLUE (£ 3) IZHESWTRENTZ, 72, 1) fhoPRAE
BRIy REEE AT 2 8F, 2) FIEIIL O HR MR BOm E LT O BEE
N5 HBE . 3) BEE MRI § L <13 CT THMHEEEICHEZ KIF T XL o 22 RFTHK
WA R SN D BFE ., 4) FBEHTE DEREUEE LN RWEE 5) AAH LS
IIF =D B RSN~ DRI E DG DIV WERE T HOWTIEERS L,

RROEIRTE seh R 5 1R Lin, ZHEBICRW T, MR, Fhn, ZEFE.
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e AR, MMSE <° CDR HJEE T/R S 1A B EIE IS FIA EZ2ITRD
2o,

6-3. FEPIEIR - 1TEIRESE O FAM

AREFGETIE. LA TFOREZ WO TSRO IR 72 G MELR « 178 E 2 3
L. BB\ LT 21T 2 77,

Neuropsychiatric Inventory (NPI) (Cummings et al., 1994)

NP1 (3, FRAEVECf 5 K eiEdk - 178 % 5 (behavioral and psychological symptoms
of dementia, BPSD) ® 5 5, &4l %), [HE |, [55), RL], 1£3¢],

(7o — 0 Tl THRPRIE) . TREATE)) OFF 10 HBIZHSOWT, i
FHOWERA 2 B2 —IZESEFME T O RETH Y . AAGERUIIEE &I
X o TR STV D (Hirono et al., 1997), THFh o FAIEBIC, FER
ETMERZHE SN TR, EEMICE Y Y BPSD OFIENEDLIDHA
ZiE, TACEMZ Eh L CEDORBEZHERT 5, ERENSFAET 25813 DM
Ea 1~4 O 4 BT, BEIEE A 1~3 O 3 B CHRIEMEIC > & HE S i- FLE
> CHIEL, BEXEEEZEH L CRIEHEDORA 2T L35, 61T, &
JEEDO A 2T Z55F LCNPI At Aa 7 28T 5, LA ->TNPIAFA=
T 1L 0~120 OFiH A & B,

Stereotypy Rating Inventory (SRI) (Shigenobu et al., 2002)

SRI %, FTLD BFICLITLIFR O b2 FEITEI 23T 2 RETH D, K
$. FTLD B3 O FITENC %92 SSRI DERRIARR 2 &I B W TR ST,
SRI TlI/AFa/2 5 - FIRATEN A X2 D s K oz, T&ATE) ), [EWE) ., 55,
[EYE - 178D, TSR XA O 5HEBIZOWT, NPl ORI #E ©CHIE
T 5, T7hbb, JEENFET 2GEITHE (1~4) XEEE (1~3) 2HEH
LCHIERD A aT & L, FIEEDO AT 283 LT SRI At A a7 #H 4
5o LTZM->TSRIEEFA T 1X0~60 OFiH % & 5,

Antisocial Behavior Checklist

NP1 %> SRI 72 & O HE L S du7z BPSD ##All RUEE D A Tl B G RLERHE T LI
USRI & 72 2 AL S HATE 2 + 0 ISR C & 7o), EdE b S 7o
FA A a—%FE L, FrE DAL HATEI OF B2 5EHH L7, Antisocial
Behavior Checklist (Z1%, Jef7HFZE (Miller et al., 1997, Nakano et al., 2006) (ZJ&—
TFTIDABETLIELIEALND & 3D o1&, [ZmiERER ], T8,
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(ARG 2 TE) . THIR) OSHEHANEEND,
6-4. SPECT Vi

BREZBT DR HRAE IR - FTENE S O SR & 722 2 IMERE IR T 2 #HEE 5 5 H
BT, XG0 FERMERAL (RTEASE, Al »E%\ SHTETE, (REA%E, HJERZHUR.
/NI BNER) 12T A AR R O A b L 7=, SPECT Wrgmifgds LU=k
JCENL MR P& 1Ei%  (3- dimensional stereotactic surface projection, 3DSSP) %
#‘Effﬁiﬂﬁ“ﬁ@ﬁ%ﬁ ZRH LT 2 4 OIS BIEN G L. 24 0—HE b - TH

ZIMEBAL O MR T O AR E Uiz, 24 OFti LIRS —B LW,
1%% ATV, 24 DAY AR ) A TR T OAEA2#HEE LT,

6-5. WEEHFAEMT

TR OSEE, HEES, BRI, MMSE OB 2 A t BREZ AW
72. _HERO CDR HEJEE, NPl AitA =7, NPl FAIEH 2 =27, SRI At A
27, SRI FALIAH A 227 O #EIZIE Mann-Whitney U BREZ 1T 72, S HIC
TR OMER], AL SRUATEY, NI RAR T EL OB O BRI Fisher ODIEﬁ%E
MR T EIT-T-, T X TOREIL Windows fiit SPSS version 17.0.(2 TIT\ ., #
FEERA E K UENX 0.05 (D & L7,
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% 4. Kumamoto University Dementia Follow-up Battery

R TR AL
Mini-Mental State Examination (MMSE) ES  GOFAYSIL S
Clinical Dementia Rating (CDR) FOJHE EELE
WMS-R Logical Memory | and |1 ITIRFRLE
WMS-R Digit Span FEE

VPTA SE#EXRRE B RN

Clock Drawing Test FATHERE . AR
Word Fluency Task B THEHE
Frontal Assessment Battery (FAB) FUEEE /T
NS ELi

TG HERNEFET AR FlxF

Short Memory Questionnare (SMQ) A AR
Physical Self-Maintenance Scale (PSMS) FARH) ADL
Instrumental Activities of Daily Living (IADL) 18 HLi) ADL
Neuropsychiatric Inventory (NPI) BPSD

Geriatric Depression Scale (GDS) 9D

Stereotypy Rating Inventory (SRI) W RATHE)
Antisocial Behaivior Checklist A= BT E)
Zarit Caregiver Burden Interview (ZBI) A

ADL, Activities of Daily Living; BPSD, behavioral and psychological symptoms of
dementia; VPTA, Visual Perception Test for Agnosia; WMS-R, Wechsler Memory
Scale-Revised

5. PSP #L FTD #OERKRE &

PSP FTD p value
N 10 13 -
PRI (B2 1) 713 716 0.402
i (%) 69.0 + 5.6 66.5+11.7 0.501
BEFH 12525 11.3+21 0.228
eI ] (4F) 1.6+0.7 1.9+13 0.483
MMSE Z=7 214+55 18.3+8.4 0.325
CDR HJEE (0.5/1/2/3) 5/2/3/0 4/5/1/2 0.433

Values are mean = SD or n.
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7. EBAER

7-1. AR EMHER - TEIREE

NPI &5t 2 =7 (F-¥) £SD) 1L PSP HEAY 20.7 £ 17.7, FTD #£7517.8 £9.2 T

b, THRTAEBREELRD o7 (P=0779), X412 HED NPl MLHH
TLEDOYH AT kT, WO NPl FAEEH A7 ICBWTH, ZREMT
BEZATRO RN T2, ZEEOKMIER « TEEE O /X — 3D TEE -
T%@\7A/~®xz7mw%ﬁ<\ﬁwfﬂ T8, Bl o2 =27 2575
Mmotz, o, B, LR, H0o0RaT I TRMEE LR,

7-2. HFEITE

SRI A5t A7 (F¥) +£SD) | PSP #£235.0 £ 5.4, FTD #£72°10.0+6.2 Th
V. PSPEEICBWTHEICE -2 (P=0.027), K5I _#d SRI FiEE S
& DR a7 ot JABELIAAO SRI FAEB 2T, PSP #E13 FTD #£ &
WIER a7 Thotz, ¥, PSP BEIL FTD BEL il L TRATEN R a 7 A EIC
k< (P=0.041), EiBEA a7 NMEWVERPNIZH -T2 (P=0.052),

7-3. RALERUITED

THECBIT DREDRAASEATEIOME 2R 6 (2T, PSP #d 50%, FTD
BED 46%I120 72 < &b ONE DL EOKARETEN 258D 7= (P=1.000), PSP #i
D 30%IZFT), AET) A TE), AREERLER, 10%IZ MR EFRD T, FTD T
1 23%IZ 28 ERLE . 15%IZHUR, &1 &Rz, 2095 NI H1THE)
IZFBWNT, PSP DY FTD £ L 0 2\ MR (P = 0.068) 234 biviz, ABFFEx4:
IZHBlIZ xRN o T,

7-4. BXILFRAR FEAL
F 7T HEO EEREALIC T A MK FOBEE 23, WEEE b, BivEE
DIMFIE T 232 < . PSP #D 90%. FTD D 100%\2 7 Hiv7-, —EER O ki

BUWTIL, PSP BEDFEJEEE /AR O M F 28 FTD BE LV 2\ M) (P =0.074)
DI TZLSNMT, MRED MR TN Z — 38 L Tz,
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# 6. FTD ®tL PSP BHORESHIITEIOEE

PSP FTD
p value

n (%) n (%)
hglE 0/10 (0) 0/13 (0)
RIRERE 3/10 (30) 3/13 (23) 1.000
7] 3/10 (30) 2/13 (15) 0.618
A G e AT Eh 3/10 (30) 0/13 (0) 0.068
TR 1/10 (10) 2/13 (23) 1.000
7. FTD E£L PSP B M FAR FEAL DSEBE

PSP FTD

0 (%) " (%) p value
IR S 9/10 (90) 12/12 (100) 0.404
(B3 6/10 (60) 10/12 (83) 0.347
SHTAZE 5/10 (50) 6/12 (50) 1.000
RIALE 1/10 (10) 0/12 (0) 0.454
SIS BUR 6/10 (60) 2/12 (17) 0.074
/NI, vk 5/10 (50) 3/12 (25) 0.378

FTD #£D 1 £ 13 KE 238 L < SPECT BNEf T 2o 7=
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8. B

AT, PSP H#GIZ% L CRMAID DGR HIELR - I TEIEE 2 &
L. FTD @il & EHEAIZ R LT IO IE T D, EDOFER, ZoDRE
DOFFAREELR - ATENEFEIZ, SRI TR S5 & R TEN A BROCIER Il - 7o N ¥
—VRRMENT, Thbb, WEETIET R —D0 g b EE R MR =
FIERTH Y . IRWVTEEITE), BHrZ <, BE0LR, 5213 Tho
Tmo BES R Z LT, FRAHEME R TIX FTD IS & S A KA TE &
PSP O 40iZ78 8, FTD (46%) LIRS OMEE TH -7z, I BT, WA DKM
AR FEBALIZATEEZEMEAL & W ) R T—E L T\,

AWFFETIE, PSP & FTD D[] Thiked THELL L 7= FEHEIR - 1TEIEE 2589,
& HICHTEASERSAE IR T 2 RI8 95 SPECT T L& 2 L7228, Wiy B O[] CE
(IR RE I 0D LS 21T o T2 AIFFRI 72 0, BB O R FHI F8 U T, FTD (Ishii
et al., 1998, Nakano et al., 2006; Charpenter et al., 2006) ® 772 57 PSP (Johnson et
al., 1992, Verrone et al., 2007) (23T & BIBAZE D My, HEAHMK T 23 #E ST
BY., AFEORERLE —HT D, 78— & IENTZE L U RTEEE N
ATBABEAR 1l & OB RIZ ST | WEE DL U7 rpER - 178k
EORHEIX, ATBAEKRREBIK NIC X > TR RE L B 2 bivle, FRIRAI, B
W, S FEWFHINCA—N—F v 7§ % PSP X° FTD & &1 FTLD, CBD % tlff
L T “Pick complex” & MEFRT 25356 & 572 L (Kertez etal., 1994) . PSP & FTD
DFERFNEIZ DV TEE O RHUT 2, F72, Fid FTLD OJRELFRIZHrEUET
X, ZUFNF—THDPSPLCBD 1, # VLM FTD & & $IZ FTLD-tau & L
THEIND X927 >7= (Mackenzie et al., 2009, 2010), 73— Y o BHR
B LTk SN T&E 72 PSP 4 SUEMRFIE & L CRdik S5 FTLD I2E 90 5
Z llTx UL, BRIRMIICITEGR S H 525, AWFZEOR R, BRI 72651 s
5t PSP % FTLD & U TR X 2 4 MEEH 0 R 5,

AMFZETIL, PSP FBEF TN T, TN — 8 TE), BLENHI 235 < | K
FRIEIRRS 9 DT Th o 7o, ARWFZED PSP B THA L L 5 ZfEriER - 17
FEEORKHIL, WL OO AITIIZREORER & —%T %5, NPl ZH\W\WT PSP @
FERRIEIR 2 A L7285 OBFFE T, PSP T 7 /33 — & B 28 2% < | EAAR0L)
T D ONDIN T E R LTV S (Litvan et al., 1996b, Kulisevsly et al., 1996,
Aarsland et al. 2001), —J5C, Borroni & [FiEEhE BN K Z %2 Lz PSP 35|
% LT, NP Z W TRMIEIR ORI 21TV, 9 D%, T/ —R07RnZ
& A L7 (Borroni et al., 2008) , AFZECAMISE & kR D — 3 5 A TSR
ITRFES KNG EEZBIRLTBY . 20X BT DEMHERD N Z —
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L WFFED FERES T OB W Ko TR S G %, PSP I3 & L THRRINEHE
IZ R o CHEERB L LTRW, GENRRIiLD, Lol PSP B TITMRRIER
(SN > TR EORMIERZET 52X H 5720, LI LITERAE
I SONEEL B IRE D3 L 725 (Golbeetal., 1988), PSP 1X., JEEEMBRE 725
PRI RIZT DAL & RBANESHMIE R Z B2 225 & 3 5385 Tl
FolK BRbtgrEToEE 26N,

WRB TGRS /2% — 2 & R" L= NPl OFER 220 | HERITENCB W T
I PSP & FTD O TW DD =R ZFRD Tz, SRI OFERN T X 9512, PSP
TIXFTD &bl U CHIFATEINRE CH V| FrlC, WRIPRITE CIlIA BEEN
HHivlc, Bozeat b, WIRATE), BFEAF O, BH, HEPEOET S AD
25 FTD Z8#R13 BRI E HERETH 5 Z & Z# 5 L7 (Bozeat et al., 2000) ,
KRIFFROFERI B, BRINEITEOFELFTD & PSP OERICHAEHTH D
AIREMEDS R S 7c, S HIT, PSP B D 30%IC ANE B e MATEN 2380 7 —F
T, FTD BE TIIAE R MATEN 238D R0 o 72 &0 ) FERITEAL T E 720,
FTD TIZ LI LIE hypersexuality 29 2 i@ 41525 (Miller et al. 1997,
Neary et al. 1998) . @7 iXTe L A hyposexuality OfH[H 2374 5415  (Bathgate et al.,
2001), —7J5. PSP ICHIT HMATEIER OWMEIZONLONDOHMDHIRY vy, S5
IR DRI TH D05, BLENHIE 72 T8 2 1 5 ATBHEIEMRBEOfFTEIX FTD
KV BT LAPSP 8D N&E b LIV,

AWFED FIERIFEN W DZETF bivd, FH—IT, ARG ROZHI
GEES MRI % L < X CT, BLOSPECT # 2B EICH V., EEREMICa &
VP ADE SN ZWT IR L TR S, IR ST 9 2 TO
HE P EZRT CIXR W2 R oD, B IT, RTINS
N A X TH Y | HaHFRIFHI O EMEMED 53 TIXR W ATREMER B 5, 5 =12,
AWF5E1E community-based D7 — & Ti72 < | hospital-based ® 7 — % T{TiL T
BYO., BRAL T ANFET D, FHUIZ, BAERE ORSHITEIZHE X 5
T2 DITAEYEAL ST R E BAFE L2228, ARWFZE TIES ARSI TEI OFE
MBI T2 WnWF oy 7 U A RNERAW, 26 DHERIIBE-ED 72
D, AWFEDRE R ZFT T D PSP BEICHH T HBRIITEENLEL D, L
ML, TNHORFIEORAEZKE X729 2 TH, REESN K EZ%2 LT
BINBELNTZT =2 %4 L IT PSP OLERR RGO —lmZFE /I L
OO IEFRERITIEFICEERRH D B2 B,

SHOBREL LT, ABFZETIE PSP L FTD & ik L CHETEIN D72 < . R
WY MEATEN S Z O RTREMEDS R ST 23, HEdt iy BT o Fikz v 5
ZLIZk o T, TG DIERDOMRIEAR Z MR 5 F N0 &2 D ARt &
%, F7=. PSP FTD & [RIERIZ, Pick complex 72\ LITJRELSA) 72 FTLD-tau &
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LTCBD "&£ 5, CBD & PSP, &5 MI FTD & O THMIER - 1TE)fE
EOREZLKT 52 L1X, 2N OEBOHKERTFHISEZHET 59
T, MO THELEX DND, BARERFETSEE WO BRI DI, I, PSP
DR & L C Richardson syndrome & PSP-parkinsonism 23&"8 &L TV 5 08

(Williams et al., 2005) , HERIZ L D K5HEIR - (TEIEE O ZRZ BT 562 L%
IS ORI SO YL REET 5 9 A TAHARIBILE 25 L EZ 2 b
Zaxs
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FAHESRITI T D PSP IBE ORFHEIR - 1TEIREE L, FTD &R THEIL
THEY., BEERER T2 IR Z 2 7 /8 —C 8w TE), FLanH 23 0
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