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IV. PSPIZBITABAEREFREOHEBEREK CoRB-IRRBHAIZLD
RABy FAFTF 4-

1. RE®DIC

AETIE, 21.CTET. PSPEROBMERTEREL LT, PLaiEAME S, 22.T
BMREFZRRL, 23. TRRIORHOF VBRI PSPHFREOHHDOANY) = — 3 T
HBILEDFRBOBANOGRLE, L L, FETIVEREZ RS RO TV
LERETCOMBEHZ7-0, EBIEREFEL TWERHORBEZRBRL TWDS LiTH
FLBWZARWEEDNS, £, BFRHOMETH 72D, MR LERELR EDOEK~
— W —DH—BHET, CDRREDORKEDLREEILFEOL I D 2B, £ TEEATIH,
FIRBE A HEE LTV 5 PSP OARIOBEBRFTREZRITT 2 Z L T, WERR THIBTRN
R~ —h—& LTRMOFEERH D 0HERT D L2 0EBRR LM ay FRET
4 & LTRAAZR,

2. HE

1) MNB(F241)

BEE T LA LA 2 EESIREIIC T PSP DRE & -0 71 i, £/ FDG-PET %
AT &N Tz 8 Bl (B 7 Bkt 1 F. FIKREF 78.019.5 BE. 64~91 %) & XfH & LT,
ZETEAEERIT 70.6 £9.32 BR(58~83 ). RiBIX 7.3+3.01 F£4~12 ), BRERMICITHEG
PSP iZ 4 #l, FESMEFIN 4 FlTH -7, FHERITARD 2 8], LOEROREBD 3 FI. HED
251 MBS 1 Bl TH o 7=, IRIREEEITIZ, Pure PSP O H1 T, Typical PSP 7% 2 #if, Atypical
PSP #3 3§l Td o 7=, Combined Typical PSP 23 3 fildp V. 2 BN T AV A = —JRIREE, 1
BiASRERERI R MIERBOEH TH o 12,

(2) PET EH &A%

PET 4 # 7 iZi%. HEADTOME-1V (H4) scanner (Shimadzu, Kyoto, Japan) % fEH 1-5 12,
HEADTOME-V (H5) scanner set 2400W (Shimadzu, Kyoto, Japan) % fE# 6-8 {Z{EH L 7=, H4
TiX6.5mm [E/R 14 X5 A A OEEHETEER®Z 2 WTREET— F T, HS TiE 3.125mm [
MR 50 27 A4 ADKEHNEEGREZ 3 RTINET— FTRE U, Tracer 1213, FERMOFEAR
D=, "F-fluorodeoxyglucose (FDG) % £#IZ A\ /e, FDG RETIE. 5 REHILL LR
#1249 130MBq @ FDG Z #iRINE & LNy F L TEBRRF, ®REK 45 7E»D H4 TX
12 538, HS T 6 S OBEET o, T OEHRI sokoloff DEFMTHE> TRIEZFT
S>THE-ERMBIMNT FUERBRER LI B LESAELTWIZI ERHLNT
BY., MHMBETRMEAMHERE RRTIENTE D,
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Q) PET $tE+E R4 E

PET &4 X Matlab (Mathworks., Sherborn, MA, USA) L CHEHFERINRTA M v I = o ¥
VIV T7 =T (SPM)ZRAWTHE, BT Lz, HFNAF AN v I <o I 3—#%
BIE 7 /v & BRE] Gaussian field A& b¥ TRFTNHRIZ OV THREIHEEZ T 2.
£T o PET Ei#g % FDG-PET O HFH T > 7 L — b % VT Montreal B FEAT A 1ER L
TIEHET 7V — PBRFREELZ TV, HELEOFNZ ) 4 et 355k % L
iF 5 7= Gaussian 7 4 /L& —IZ X 5 FiR{LFWHMER K HEEE):16mm) % 1T - 7=,

LD 72 design matrix X ED 2. % voxel IZ3V T subject ZhR I X U group ZhEZ — %
BIET NVITEWHETE LT, EFRLIZ OV Tid(compare-populations:1scan 1subject (2 37
D t RTE)) EEDIEHEALIZ 1 (global normalization proportional scaling)% 3#&#R L 7=, SPM(Z)
L OB EHBHEEMEIT Gaussian ZRIOEIRZAVWTHE L7z, SRR MED group effect IZ
DWTDRREZRET 2 72DIT, HEMITBEALEZRAVTHE L, [116,118)

REVEZ B O 6 HI(D+), BORM-T 2 FDNZONT, BHELEEITo 7, FIED
e BBMOPTOHBIZR D70, PSP TIIHBHEMHEZ AN DI HRAEIC LV X
L LBEBZEY EROICHE L, FEFHNICT, RREOREMELZ 10 &L Lo EDh
DETE O RIEE %R D, Mann-Whitney U BRE(EFERE) & WA EHEE 0.05 R TREL
7o

LR (H241,24.2)

FDG-PET D% FRIEIC & 0 E#E(L U-BAED » (D+, LEES. BEER L(D-, TH)
FEG| DB (K 2.4.1.)0 BR TiX, DIEFIC AT DHEF D RIEREEIZ BT 5 FBERBHE
ThAERENh, PLREOREET HBD,

BERES 10 L Lz L 2 oRLETRIOKEE D+, D-HTHE(E 2.3.2) L L Z A, D+
ED-BIVERHMETLTRY., FEZ2RDE,

4. B

PSP 2B} 2 BABEBEORMFRE L L URBEZNFTA» b S hzF.OE 0 ¥
VIRBIZHIEY HATR E LT, RIEALORENRBET % FDG-PET THR L 7=, FDG-PET ®
BRI, 2T/ NN, BERBAVWLND Z EMHEVA, PSP TII/EFEEAIC#
UIRBERBDR2]. BRI BERBZHMNOVEDTHB[119], PSPIHED L2\ MEFALE
ERWDZETOBPITHLREENHRTERLLEZLND,

PSP @ PET BT ROBWEITZ VDS, FIRMERFIIFER IOV, REFROFENEL,
BHERT—HTHBEEZONS, LL, PEFATORFTTHYHET M2y bR
BTFA4ENWDNBITIZRD, SHOEFEEBLELEXOND,
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HEAEZ100&L-EEZ0DOEIBEORIE B

D+ D-

2.4.2. FDG-PET D& IRFEIZ K Y EH(L LI2BBRESH Y DHIES]. BAER L(D-)IEH D
e LRl Rl O E fE O I E

* DHESIT DSEGFNC L8 L TH RIS HLETEI ORI EE 3K \(p<0.05, Mann-Whitney U &
E, EEFERTE).
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B=E. NHERDESORYN

1. LB .

PSP IZ31F 2 BAEDEARBIZONT, H¥ YHEEEREIZ LS Grading & AV T,
Z OFEEFRED FLATE A © ATEATE &2 0 J:Téﬁﬁﬂ”ﬂﬁ&‘@:&;é T EERLE, &
ET VALY s D PSPRBE RS 71 Bl INER THI% LI I 4 BIFFE L, W
1Lb Atypical PSP Tiho7e, T OEMFEN PSP ICHNET HRETH LM E ZNE TOR
FTPSP ORMERMTZ LD T3 SORY YHkEH ) VEBILS 7 (ATS), H3R & ¥
(RD3), #i 4R ¥ U (RDHFEK)RBREE AV TRR LT,

2. HE
) BBEITVL RV I HTCORMN
(1-1) & ,
EEE T VA N7 OF)RH#SR PSP 71 59 Pure PSP 39 % /NIMIER D H HEL THr
BULRE LT,
1-2) X
TETHWERY VBMEY DRIEATS)RELREIZ L B ¥ U ikE D Grading % NINDS jRE
TR ML DMMEEEME TERE L., DMERDH BIEF]. BVESIZOWVWT,
BAL Z & D Grading DY & B LT, BEZEDHKREIZIE Mann-Whitney U #E (p<0.05, IE
BRE) 2RWE, £k, #REIZHOVWT, Hi) VBEY YHREATHICMZ T, fiF U7
AV 7+ N LB RFERDS, RDA)GELAZITV., M-,
Q) PMRERTCHRLEZEAOBHEORN
2-1) x#
BEE T LA R OFIREESE PSP 71 FIA 5 4 6, BKMHR R BeE S 5 R 4 P T

B LR 4 Blh 1 B3, ANREROFIRGITH Y, Zh bDHBEDHE ZAART,

(2-2) i
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(A) BRREER

BEE T LA AT DEFIZOWTIE, fTROEBET LA v s Fa ha—uiz
WV ZAUEOBBANEMAENSERZE ., BREBICOVWTHBLAERSY. X512
FURGBREENBEZOHESE & L TREIICTHEM L. HAM BRI ENEHE S
T, BRRE - B, RUEROHEMEN SERERE S, 20074E 1 A 29 ABROERK
FHBRRHENT - RE - BB T LA 0 78R iR CPC TRAHICIEE L 1=,

(B) IR - HiEER

3 81T PET BMEIT & N7z, fEHI 2 13 PO-Gas PET (2 CEERNME R BIE. EHI4. 5 T
"*F-fluorodeoxyglucose (A F FDG) PET IZ THERH 2 M. N/ > ==—uo L OEigig
AE- @R BRAERTAE & L T AEHI 4 Tid ''C -2 B -carbomethoxy-3 B -(4-''C-fluorophenyl)tropane (BA
T CFT)/ "'C-raclopride (SA F RAC)DE v b JEHI 5 T, 6-'*F-fluoro-L-DOPA (LA F FDOPA)
/ "'C-N-methyl spiperon (8L F NMSP)DE & h T, K/<3 o PET #4T\> MRI & H#5.
L7z, PSP OBUEEHE L L TIL, PET TIXATHIRE - ATEFE - FROKBIET. MRI T
VRS TR 80cm” BAF . HPRMAREARIERELL 0.17 DA T & NS ERE O KR L L7 (B
MENERE ¥ —DEHE, %RE 85%, BE 90%), E7-. Voxel Based Morphometry 25t
IS T & DHIDIEFI T I - 7272 DFERET T _E/ MR O %M 2 EHAIC TS L,

(R3]

BERMIZ. HEROHAC Lo TEVRH Y, 1HIIT CEF 1) EXB%. 2 BICES 2, 4)
TR E 20%ERL< Y T 14 BEBEEL, 574 Tny s ALz, £ 1
CONTIL, BERENICEEBO S S, MEEREEELRT A 2%, BBERN T—BRiE
WRICARIR L 20%PHERA <) U CTBERBERR. OV HLETW. RS 70 a8 Lz,
261 GEFI3,5) 20Tk, E¥EBMIYBRONL—F AR FI) ThHH, A/IMNE
REZELRT A R, EF 3 IOV TIE, 4%3T F A 48 BFIBEE®R RS 7 4 a L
L. BB 5 I2o0Tid, fER 1 ERROMEBBEEEETV., 774 vAB Ty s %
ER L. T 6pm BEIFIZ TR L7z,

/N OREMBRBRE SN T, FAVMEEREOR KB B CEAER LT,

LR

() BBRET VAL RV I7HTCORMESL)
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INRIER Z BT 4 BIE AL TR o7z 35 BIOKE TIX, ¥ U h#E D Grading 12250
TERE, MHAE., BETMUEREZRDIFBBORVFALVEBLEETHY, &
B, BRETIIAEERE0.05KE. MEYAE TIX0.01 RETHoT,

IR O Y U R ERAR 3.1 )X, DMRIZIEET S VIZRE - PLATIE & FED
R F— %R LI, 513 Y E— FR)Z UK TIEERHE ST RD4 T Pretangle (PT),
Neuropil Thread NTHZ I 2 TE OB 2 RE LB L. AT8 Ti PT, NT %32 5 43 RD4
Vb2, BHLREEDOERIIRDAIZER LD oT,

@ MEERTHOR LEEAOEBERORN (#£3.2)

S561& S LA SCD &5 WVNI/IMNREMRE L ZWShTEY . 55 2 N EIC L 2 RH5E
CHIT, Zhb 2 B3EKEE T PSP L EBIRBZWT N ONRDN o7z, thod 3 FEHFL, &+ T PSP
DELTOERBHEERL, ZHEBTINTWE, 7=, 2808 KBERETho7-, HEDORHE
CIREFITERESH#RB SNz, MRUSERRERRREZIES 4,5 THD Z LB TE,
SEB 4 TR EERE 59.5em’, HEBEMIL 0.14, FEH 5 THRMHEEER 60.6cm’, HE
BEMEL 017 &, EBICHBHEEOCOERLRD I, PETIHEF2,4,5 TRBESNL TR,
KBOELAZC—BLIZ/MEREHE T OERZEZ RO, EF 4,5 THERHIO KR D
ﬁﬁ%ﬁT%%btﬁ\m%ﬁ%&mu&%ﬁTéﬁb&#otoﬁETM\w%ﬁ%&
WS B2l TIERDOEVVRIICBRWELRZ O EME ., L/BMEITELRZR B TEX 3
FITERDEVANC —B L TRVWEREZRD T, 2 0 ERE L2 DETE 2ho
oo RERTEOEHBIBRHICREC L 2HTREEThH-, T2 T, RENBEFEL
THEH 4 ZR7T 5,

EHIRT (K3.1)

FEURE 85 ik B, EFESTHREE, MEEE, FEEIEE - LKEB2< HFETA
EPEEREAR L, KBEER, 9RCESHER L, 8056 » ARBUSTICERE LEIRBRES.,
SO O, B TEAT, Bz BTnAHEBLS L. BREWSE, BAERT
Epolo, 82RMIFEEIRE - LUNT U RBELL. FH/ANEHERV TAR. #EFH
WCIREFFE, MMSE 23/30 A CTHREL, THEERSH YV, TIXEE T, HEESIIZ
Fioma, SEEAERME L RFBEOEREZRBOL, £FMICER b—X ATUE, NKICRRE
BEBLRS, EFOTRMER - B b —XRAT#EZ L O, BERERLZL, BEHIBREE
LT A —#EIIENE, ERRRAIEERINFASELE. REBIESHNE
THef, ERERRIER. EEABIIFEMUREAR, £ - STEISH LY, @ T
HRRETHRICHTS ICES (27> MEE) L, SITEHE - RLEETEMSTH
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o7z, MEMKR/ A A~ —H—i3 HVA: 21.3 ng/ml (>20), 5-HIAA:23.7 ng/ml (>15). # 77:
338.6 pg/ml (<300), Y Bk % 7:42.3 pg/ml (<50). A B 42: 408.9 pg/ml (>500), MRI (& 3.1.)
Tid. FREEER 59.45cm’, HEBEREL 0.14 & PTRIFEEGE LR, TR CHREE
L L/ OERE R B =, FDG-PET (& 3.1.) Tik. Ai#RE. #IEER LN
FIROBERBET 2B, K332 PET Tid, CFT CTRKE « RO LRI Y AL
[ET238%, RAC THIREDI YV IAZIIEE T, PSP L LTFELLVEBIRTH-7-, PSP
LW, 85 5%PF HDS-R 14/30 . WEREET L., SRIISOIIFHARE 2o/, ERNH
THREM LBEIRE T, MILWERORA%, BECTRCRERIN, 1THAES L 2o 7,
RRTESHFTER - MEREBIC L DKM, BEERZHILPSP ThoTl,

PPEENEERT (X 3.2.)

AN 1280g, WIRMICIZPRMBE OBGR &L SIS %M, WM - VR OFH, RERK -
RER T RO EH, MBFAITE, 205 O REREEILINFTY 7 L ¥ > 7 (PT), =
=2 —n BV R L v N(NT), Tufted astrocyte(Tuft), Coiled Body(CB)% 58 . PSP (Z &8 ¥ 5 T A
ThHhote, EHIZ, EIZHEWE/NBHOER - REOEMHEZB D, BRZICHRFRE
RIb2SHEROI (B 3.2.), /NERZEEZ ST OHF U HERERE T IS
T5FVITERE - PLOHIEE RROPEE R -V 2R L, H13 U E— MR)Z VHAERD3)
TIEEBB ST, HL4R ¥ UHLIE(RDA) T PT, NFT, Tuft, CB (21X CEE O L %
ik L,AT8 TiZ PT,NT 258 525, #7228 DL RD4 ITHE LA 72 ds o 7 (& 3.2.),

4. EE
PSP IZRBWT, /MMEERITIE O TBEICEE S H B [11]23, £ D% Litvan Hi2L - T

RFEN7- NINDS ODEKRZMONTA KT 4 L1 TET LARIAEE L Sh, BAEOER
BT —OBBESH»L L, IMBEROT#EMIZARL ., D LAEMMEZ L 2EREL /N
BHER L HBZRT S ERTRELEH I TV B, TO—F T, SRIFEZATIT/H
WREE D # DR AL PSP TIIMLFE T, E/IMIZEREIL PSP ICHBL TRO LN AFTR T,
UT4E PSP O REZ W ~DF AERHE I [120] [121][122] . #HRFEOBRFTH CBD & D
BRINFREE SOOI TWACKE PSP 7' LA /37 director @ Dickson, DW. 2007 & COE
FRURTY ATOERIZT), LOLARRL, THALDRELEREOEBITIRL bh
STV Tz, '

/NER TOHIFET S PSP IZDOWT, ElE 7 LA /37 Pure PSP EFIN TOHLE T
. MEERE. B DRBBECABCREERY UREELRD, FTHL/ARAEREDOF Y
EEBIVEETHLLEZ LN,
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EFIOMBARF DX, DMHEREOENE, ENRHOEROELZNEKRAROLE
EHEIC—HL, TNOPBEERRETHILEBELONT, ST, MHERED 3 SDHSF
UHkGEELRENDL, ZOREN PSP ICNETRRETH DI Z ERbrol,

BESFTR & OBE T3, BEER T, #ERRIZOVWTE, MR TEFRKE - L/
Pt e SR AR BT 3 IE BRI SRl T & T= DIIER] 4 DB ThH -7-53 PSP DB EREL - L T iz,
E51 2 O 50,- PET DEERRBE, FEH 4,5 O FDG-PET OB ORIV T, Ai#RE -
HIEEARE - PRORBHE T 2580, PSP @ PET I X AW EAELHEL LTV, &5IT,
JREIC—B LI/ MR ORBHE T 2B T, EFI 4, 5 TIEIREHU DO KR OFER
HMBIE T 2B, — B Crossed cerebellar diaschisis (CCD)D X H I R x 7223, 3¥HMIZRETT 5
CEREORBHETLTEY ., REORENR RIS CCD[123]E B2V | /ME¥IRE
DHLDDEMTHBZ EBbhol, PEFIORFTHY ., SHROERMILETH D5,
INBSIEIR & £ & T B Atypical PSP T, MIRERME - EEBBRRFIC L o T, BRBHN
AETHD ERBENT, |

Mayo Clinic ® 7' )V —7H 5, MRI T /MO ZTT D & PSP id= ¥ b r—/LbRo/3—
XUV URICHBLTERBLTRY ., BHICERATHD L RESN TRV [121). L/
JREIX PSP KBWIEHELRONIFTREZEZOLNZTVD, TDO—H T, L/REE
IR DIERITE b 2 Tik22uy,

EF 2, 3 IIENRERERZ-TEY, TnHIEBREIBLEL . BEAIC PSP DEKRZ
BHZE > TRV, —F, PSP D@ Z £S5 L B2 bh 3 313, BPH» HIRFEENE
%@N—%yyzﬂﬁewotpw@%%%%Kainéﬁﬁﬁmw‘%%%mmPaﬁ
KB ENTWD, TNOHORBEEZERT S L. BIZE CTIIRR TROEREH AIRKIZE
EThHy, BZEFTRHRERTEOEHELERY, SO, HEH ADL ORWEEHIC KNI v
PET % 1T L72ER 4 TiX, FRIv=a—ua U HifiRECETIIHBHNBRE TH T,

FLHB L, PREERPFRICL > TV REF TIX, MEOEHRRRTELBREOR
MEVBRES>TRETWD I L, FIMIREICEREZH#S TV ETD, ERORHS
JOVESETHHI LN, BREEL OIS, PSP LEEERBWT SN ieh o 72 2 B TR THIR
ERBRETHo7=Z LT, ZORBEXFLTND,

PSP iZ, WEZEMICIT/INEEREREIXIZIELFE TH H 02, BRMI/MEREHED
BREINTI o7 EB L LT, #EARERSEE T L. PMRHERE E L XIZ<
KRBEVD) | BERMEZE LOGANICE S bOLHERERIND, LAL, PSP TROLMEL
RBEDX, FROXEFEOFRLEEMTHD, THETEHAA—F V=X ATHAINTEL
B, PBIERBERB LT, IVEBICRoTWAFAESENREZEROND, EITHERK LY
BRI O /MM R OBRSREY R BIELICIE, ERZEZH /MR LRFEOHRENERETHD

69

— 444 —



LEZLNI,

— 445 —

70



31 BBRES VA R 7 Pure PSP G /PRERDOFE L ¥ U IL#F D Grading

/NREHERR 3 ) (N=4) INREFERR 722 L(N=35)

A ) £SD E#+SD
WA 3.00£0.00 2.79+0.08

RIR T 3.00%0.00 2.89+0.06 -
RE 3.00£0.00 2.941+0.25
T 3.00£0.00 2.69£0.47
BRI 2.00+0.41 1.66 =0.70
537 2.00+0.41 1.41£0.63
57 3.000.00* 2.00£0.80
JEBE(ION) 2.33+0.33 - 2.09%£069
[ RN 3.00£0.00* 2.141+0.74
MEBRE 2.75£0.25%* 1.25%0.89
%5 1.50£0.29 1.73£0.88
MR P BT 1.75+£0.48 1.91£0.77
AITERAITEF 2.50+0.50 1.26 +0.69
FLETE 2.75+0.25 1.79£1.10
fiL D E-S B 2.00+0.00 0.79+0.83

* p<0.05, ** p<0.01 (Mann-Whitney U R E, EMRE)
NEFERZBDT 4 FIEH LN TR o7 35 FIOEEETIX, ¥ VILFED Grading IOV T
NREE T 0.01 R, B, MR TIRAERR IS RETERICEBETH T,
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B 3.1. /NREER D238 A> o T2 PSPOES] D EBRFTR

A.MRI, FDG-PET (_t: MRIT, S @@k, FR : ERGHEEMB, T : FDG-PET) : #f
#RE, FIERFE. PROM TOERBMETE2AH LD, PSP OBEEH L TVD, £
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