JEA T BRI e R BD & (AR AR 7255 36)
PRRAEMEAR I B 2 AT E8E (DB FE RS &

EATVERE BPERREE (PSP) D BUERZL
WHEsr R HIRE Y
WREW 0 EWER Y HIEEA V. RRBIAE VY B 12 BARE
LREFE LY RUGHAT VY dREE— Y AR Y BT Y

D) ZRERR PN EREIIERT, 2) 4 d BRAMEENE 3) BREEERIREAM AR NE
4) BRI SR AR « IZE R EES2, 5) [ENDIR Bt iy & B IR et A

MRES
BRIRBIZ R MM SR B LE  (PLS) 23E&odv, JRELFAYICEI TR LR (PSP) & R2Mrail
72 2 B DI S3AG  RERAIIC I 5 2N U7z, PSP-PLS BlIXERIRAIC A 2% £ 5 — Il E TR o
IEENEE & HERES I CRIAE L, RIRICET T 288 % & o 7. WERERIZ I LAETE & & Teal
SHTE) D UATAIE 23R WSO & NFT, pretangle, coiled body, tufted astrocyte, thread
DPSP D4 Y E— R NFUOEFREEZRO, AR, R, BE., Mgk, s 0%
PR Ch 7. EhAEZ R TEEEELZ 28 E 925 PSP OF/EICHEDRMLETH S,

ABFERR B.AF%E 515

17 M B b Mk BR B ( progressive *FGIE 2019 4-~2020 40> AKBRC 0 298 | #
supranuclear palsy, PSP) [ZE&RAIIZ/N—F BRI B2 PSP & 2l S 7= 14 Bl oo H T,
VYA RTLBRBLE LT =F Y W BRIRAIZ PLS 2888 2 il &, MDS PSP ERIR
(IR THEDEWIRREMERE TH 505, B ZWHEYE) D probable PSP-RS & 2l S 17z 10
RIBIXIZERC, ARi2la REHCT 22 & b4 EF & bl Uie, RBRRIMSRIE, RisasE, Ml
72 < 720, 2017 AR MDS A% PSP ORFIRFZIAENE  BAZE, iRl HOEEL BETHIE, HEETE,
%&T " L. Richardson’ s syndrome (PSP-RS)  #i%, JEIREZ, WA ER, BUK FAZ, 1R, Tk,
R & LT 8 i AR L7 2N PSP-primary . RERE. FHE. DMEREL. FHEOSHEEIC
lateral sclerosis (PLS) 1T &L TU /oL, HE Yt KB Yuth, H1U ey UHLR, HL4R ¥
PSP IZJBR AR AEASE, JLREE, IMERS. /N U iR o B MM L P Yt . Gallyas—Braak
MMIRAE 2 BRI 4 U E— b (4R) & U h%E (G-B) RG22 afT L, FhRHamiE & 2
LRI L 27 ) 7 HIIRIC NFT, pretangle, VA=V R X UERBERT LT,

coiled body, tufted astrocyte, thread #J& (PRI~ ORE) FIREIE T~ TEIERK
T 5. BHMERKFZIMBERLFT 7 LA FEFBMIEZESOEREE S R
v Y —2tk & — (AKBRC) THRERFHIIC PSP R OVBEIER KA ER 7T 7 LA
LW SR OHIZ, BRIRIIIZ PLS 2k U Y — R X —~DXEk) 1T 2 BRI
AVIIEBIDFIE L TV e DT, IWEEINICIRZE BEEZCETES L,

AT A TN L, Z O & ALE DT & Rt Lz,
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CHFFEAS R
1) BRI

[PSP-PLS JEH] 1]

61 % BE/E F O PG GEEN R CRIE L, BUFE%
O BTN OESEENEA, i b
LTHFORERZ B, 1R~ (2o EE)fE
ENHET L7, MRNBRIRZ R, AR
FEABAT D WAR AN AR, i B S A M T
Babinski *=/+%#@H 5 b, BEAKFEE, B
BoE@h RS, MENIZ LS, REMRRRE
54T (limb apraxia) |, KF. KEREIZRD -
7o, HEER MRT V3A AL oo (] oL BT a] oD 20
DAT SPECT OWAIEERK N4 7-. PIZKEZ
EEN PR E & $EARIR e, DAT SPECT DEREX T
X0 PSP & B IE KM R B JE B E B
(corticobasal syndrome, CBS) % %&->7-73.
BEEEOHEITIIH D OO, GilinfEItE, IREk
EENEE, EH#e 13z U<, FOEEh = 2 —
o (LMN) (3R CE R o 7oy, MHE
MatEA R LAE (ALS) OFEFE D728 EMG Z1T
9% LMN FEEIIMER ST, PLS D%V &2
STz, WETFEES B LR R 23 2 L
ARG T TR L.

[PSP-PLS JiEH 2]

74 RS T O EEIREE THIE L, FEZIC
JE FREOTEBFEE D HEL, 2 HEFEZ OB

PENBRIRSIRFT, 22 LR D BEEB RAT & M,

FEABAL ORER I TUHEZ RO T2, £ B TIIC B
PEDSHELT, 81 mhee /e A 22 [ ER 28 B L 72
5 R A L BE AR S B 10 LMN {1 2 L < L CBS
R ALS @ 2 Wr i3 W T,
tauopathy (GGT) 72 E3EEbiviz. FEESMRI C
H L ETE ) B A R EE B IR R L 7o e &
Tz, AR T,

[PSP-RS #])

MDS @ PSP #ZWr H#EC PSP-RS & @2 S 417z 10
Bili%. FEIERSERER 73.9+6.6 4F (63-81) .
FE WA ZEME 80. 7+6. 1 4E (70/89) . ¥

globular glial
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AR 6.9+3.5 (2-13) 4R,

S77.

Bi=8.2 Th

2) JHBRFRYPT A,

PSP-PLS 2 filiZ, PIRRAIZ Hr.Camifla] B2 o> ZEife
% . ATEHEHEDN O BHTASE S M i oD BE O PR
AfabiTE & 7Y A — A EKIgOWERIRE L%
O o HULAETENE Betz BRI O W% &
macrophage DR ZFROT-73, TDP-43 Gtk
FAKIIA NI o T, WEER, FUR TEL,
OIS L PSP-RS I L THRETH Y |
e 2 . /NI RREZ O MR A & R EE T d
olc. JEREHEROZE, WAL, RO S
R EMNZFROT. ) Vb F v iR O %%
Ak o%. Gallyas—Braak MEERYLfA T, .l
AT 1% 2 % D NFT | tufted
astrocyte, coiled body, thread Z&F®H7~. K
MR E D & o o HEBLEIL, PSP-RS ITH L THR< |
— 7 M A 25 R0/ N I kPR 0D HH B e
Thole. £l v OMBIFHIEE LTI, ik
Mle=> 7 U 7 Rla OB AL, PSP & LTFJE
L 72\ & T, astrocytic plaque <° globular
glial inclusion &M HMBITA LI/ >
7

I TEZACIZ T VY A~ — I OB O FE
JEITHEE | TDP-43 [HVEEI AMKIT A 603,
a—synuclein FBGPEEBRIT RN T,

=3
ity

pretangle,

D.B%

2017 FEIZEKET &AL7= MDS D PSP O i R 2 i &
BT PSP-RS Z #7545 & L T PSP-OM, PSP-PT,
PSP-P, PSP-F, PSP-CBS. PSP-PGF, PSP-SL ® 8
DORRZ M ENEZ 27r L7, PSP-PLS, PSP-C
IEFIED D 72 < BRIRI ERAG 3 RN B il C AR T
DEFIRZ M EEDIERRIZE S o7z & LTz,
PSP-PLS @ 2 5| DEGIR M A MDS @ PSP EfIKZ
Wi LB I C R TR Y Tix D 5 & JEF 1 O
#fEE(L 1imb apraxia & U CIERAKE T, &



RS BRI X2 RIS G Eh TV RnTe, X
FRROfEdR & LTl FREE M S5 DA T
ot FEF 21X, limb apraxia SHER I LT
W5 728 suggestive PSP IZRZY L7=.
JRBRAIZ 1T, PSP-PL BilIX A AR AL HLa Al R
ZHULICHTEEZE ) HEBHTHIE £ CEMEE O RE
LR T HEOFEMENTRL . AR AT
Bl D Betz ELMEMLDOWLE & 7V A — 3 A0
PSP-RS LW EETH-7= (K1, 2) . /=,
KMEZEDEMENE DD THEETH D DITHF
LC., 1#H PSP-RS THIWEMENS BN DHWAE
Bk, BUR TR, BE. MMErEigkas. /MM IREZ
DENEREEN T8 HULFTE] & Z O D2 %
WZE20bhb 2 FEE) = 2 — 1 o ORFEEN
ﬁ%k&@fﬁﬂS?ﬁ%héfﬁﬁib#o
TeeEZXbN. KIKKREB L ORE THE
4R XU DWHE L. PSP-RS LV EEICED, %
WCRE TFTHEE® threads OHIREII L -T2
(¥ 3, 4) . —F. BV »E{L TDP-43 Hifkiz
LYt Tk, B X O EE = = —
0 SRITIXG R TR TE 7, PSP @ 4R #
U A /RF—|Z TDP-43 DOEALMENEE L T
HAREMEIZZ LW EEZ BTz,
PSP DRI ZEMED AL, Josephs & 2 |
Nagao & ¥ 1A B 5, Josephs HITZE ﬁ'ﬁ’ﬁ
BEIEPEZfE S 12 0D 4R & 7 F /8 F — DIER &
it L. ETElOZE A PRy PSP IZEELT
DN, AV T Ka U 7 globular
inclusions ZiRH7= & L, 216 DOJERIIE 2013
T GT ELTIESITOND Z EilleoT-.
Nagao 5%, UMN #feE D I % 388 7~ 2%t 12 48
D 17 wEAMED PSP ORERI A fRHT L. HLailaE]
IZFRR L= 4R # o 4T /3F—7% PLS DK G
DY BRI R > TWNDHLEESR L. SE0D
PSP-PLS @ 2 JiEf]1Z Nagao & DIEFNIEELL L,
B T HESCREHFMEOZEMIL, coiled body
X thread OHBENRZ N L, Thbb AU
IF ke V7o ERBENZEL TH

5 EEZ BV, PLS, ALS &0 ) e iR =
a—nm RS ERFAI E O L O IZERI T
%T&é@#ﬁ BRI B PR CTd 5, PLS
OFBESITITER D H D03, W PO TR
&@@ﬁﬁﬁﬂf%ﬁfﬁf&é:&%%z
% &, PSP-PLS 23/ R T IERIFRME DR, &
DN limb apraxia Z /3 A2 X8R R

ELTCPSPEEBEZDIENEELEZOLND,

E.f&#

BRIRAIZ PLS 23 EE o, JRBLFHIZ PSP @ 4R
B A NF—%&R LTz 2 Bil%& PSP-RS & L
afL7c. FLETENCZEMEA RIS % PSP T,
BEER B FERIFRPED UMN {5z~ L, PLS & @
BRI L 72 5.
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¥ 2. PSP-PLSHEB] 1 @ Hliflal, FREEMMALD
Wi L 77U A— A (A), Betz ERIEDORBLE
& macrophage DKM (B, KH) ZRD 5.
A, B:HE#ufa, Bar : A 200 pm, B 20 um.

3. PSP-PLS 5Eff 1 @ HLFifE], NFT, tufted
PL RD4 FLiR A

astrocyte, threads ZiRH 5.
FEYufd, Bar : 20 um.

4. PSP-PLS JEH] 1 (A) I21%Z% %D coiled body
L threads #38®%. PSP-RS (B) OHETH
. Gallyas—Braak "&#R¥:f4. Bar : 20 u m.
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