EATIHERL bR

(progressive supranuclear palsy: PSP)
FIRFEEHERESY: B

I —fREREW

PSP (3 1964 41T Steele HIT & o THRABNL & U THENL SV ETTHE DA MR B T
B R—=F Y RBERBTH D, PSP IR EVEEGRREL, B OV A =7 BT
DRNETERGIREINE TR E OS2 E R (Richardson syndrome) 75 i2Wrid kb
EG RIETH D & SIVTUWZD | D% DO O EFE TIERA 22 BRR R G 2 7R
FIEBI S L AFHET D Z L3 h > T&E e, 4 A TIXEMNZ2 PSP (PSP Richardson
syndrome: PSP-RS) LISMZIEERIF PSP & LTUT DL IICEL DX A THRHE ST
W%, 1) PSP-RS XV & RINHFZ I S5 # A 7 : PSP-with frontotemporal
dementia, PSP-corticobasal syndrome, PSP-progressive non—fluent aphasia., PSP-with
primary lateral sclerosis, 2) KIMBIEIRZEDNEES , BUE FHREZIZA D350 S 4L
%5 X A 7 : PSP-parkinsonism, PSP-pure akinesia with gait freezing. PSP with
cerebellar ataxia DO4FEEM PSP T D, PSPILCBD LRIL ==2—m &7 VT D
M4 U E— NMUORE R Vb Z UONERET L2 VAT —Th Y | WEEED
Wik s v BEREY DX A 7 LA EES N D, PSP I CBD DIFfRIEETH Y, L i
BRER « RERIC N Y =— v 3 VCEOHEETH 0 prsafsaEAHEE (FTLD) IB T 5,
PEAHNTITFIEFRIL 40 mUBETH Y | L <ITB0~T0 A ICHEF T D, MAETIZL A
ERD O, KETOAFRIT 10 HTAHT=V 10.0 A& SN TS, ADL DK FD
BRI L S THIR 2. TAE CHAR G L 7D 4~b5 iETREIZE DR L2 D,
FEI BTN 5 ~ 9 4F T 50% A IR 5~6 £ TH 5,

I1. EAYH) PSP (PSP-RS) DERARIEIR

a) FRREAEIR

PSP TIE— RIS R e~ TR FHRREEZ D J7 2358 < B S 425 O THREEHI 2R FREAER 23
B o, MIRERIIDEEIMSHITREN SV, /=% 0 Y IR LT HIL L Ml
BILLT VY, ZAUTERHEERIC LV BBORFFNRLE L 05 Z LITNA T, A
FEMERR R REFE I L 0 fEBRICK T 2 B0 B 2R A~DRE N ME T LT D
O THH 5, HiT LD bERITIENSG EEIFRHZ_ERIZ XD PEUEZ L T2oHic
BUHCHREICAME 2 A D 2 L b 20, Bl oy I b0 2 bbb 5, AifgHsE
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PEDOMES) - 5 D7 OIS BT M) CHRF F2 AL T TH AL v FRAD & RN
WAL ERVEEFETHZ 0305 (vhy MA v), BT L 7o AR E 72 31T,
T LB RAITONES TR B D, FIFIER E LTI O XL S e BB TRE I
DNTHEIERER, #FREE, 2 X0 DR naSEER, IREKEBIE CHAEDLZ LD
oD, THRRRE (B EYEIREREERRRE) 3R D XK <HHNTWHIER Th 2 39X
FHNIRNZ EBRE, EEIE, & AT HOERBESRIICEZ Y . RWTEF
RHIR SN D, EITT D AT MG EE SRR RIREKER XA 6N D,
IN—F Y S ALFIRER A D 2 L3 e < HEE), SR AL b UL Vb SRS
R < HAN D (REIPEERE) . FIHNCIZUEE O h—X 23 LAKR T LTS =
ENB D, RENT 72> TSHES, REOEEDNEE 12 SEE T H IR O EfE X E TH
D2 EMB, EEITREE ChRE OV WER L7 K 0 G A 7T L 010785, KM
12725 E DB L CHRET HER EIT YA =7) BHbiL, 28S—F 2 LIF TRl
JEREBA L 72D D LM TH D, 78—F 0 Y UIRICEE R T PSP O/X—F 2 Y = X AT L
R R—RORRERZ LU,

RO PR (EERREER) b L < A DL, 80~100%D EE CTHILT 5,
BREFIIOHNOBND Z 1L BEAHRE TH D Z & DIENIT/NE, 125, /B3
PE, RARENRHLND, WETREFIIRINCHBLIT 2 Z E03%0,

b) FEHIER

FRFRIEAR & 72 & A TRFEIR S HBLT 5, REICITR IR AT T2 2 8 b 5, PSP
DFEHIERIZZE T, W Lo THBNDIERN A2 D, 7203 TH IR E & 257 -
ZARRENBLALC T, IR E & L Cid 5 DRER AN HRINIC K< A b D
D3RV D DREIECIRERKICZ L < BAUR TR BEOBGRRBEALT V., DR -
ZRFTRE I LIZ UIEEIN, W3R - ZRTRER{T 228 v H D, ARITREN
DEFENERL |, LI TH o720, FAZKRBIZHES L CTH o720 55, ZITHEHER
RN\ NERIEG IR T2 O TR EECHER 2 BETEN 2 " 2 LD 5,
LI% « SRRSO S VTR MEBN B /e OSSO RFE 2T 2 e Nb D, Thbid—
WHETHD Z LN MARKMEDLT « ZMD LD ITHEME & L THRRIELE < Hi<
Z EiEen, A SR ITAMRIER OB L L7 REICBUNL D 2 & 30, IR A
HEATZRENC 72 2 LRI ORKRES LIX LITBE SN S L o125, Z offEED
SRR BRI I AT & MEE) - MESERREEICRIT L T <, Zoofl, BEIRREEE L LTHR
MEAR R 2340 < 72 0 | BRIGAEAR, PEARAGEER OWD 238 STV 5,

NIEZAL & RRAEIRITIZIE LT TH D AMEEITHRMIIZIT, M AR LD > TE T
EWV) KRG E LoD T ENRZ, RN T, WFITHT B R L 20 AD
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SO EEHEANL D E LV, HEHLHRTEIZ 95, BE LT, BYoiF
72D, HDHVIE, FHI1EL< 8D, NEORW EEEE (=) ZRENBIND, #ITT
% EBEAHMMET L, AFEICK U CRERL L 72 | WISk 2 Bk 2 ko CEEN CIE
AR L LTEARIEEED L9 D, 2O XKD R AEEL, AEOBITIZFEAT L TR
IRFRAER DN BN D,

PSP DFBFNE D Z A TVINER & FE FHRREIE TH 5 & i, KRIMEEMEOFRHIE &
(X572 ) RS ORLEE PR R I L mREERE T LI R NLT WD A, e
TEHEAE L, AR T 20 ICHIENR S 5 2 A T ORIE (BB FHEREE) &)
2L ThHD, ZOX DR EUE T HERREE O FHBIIRTEEERR LB L TR Y | R
IZh PSP T T EBEMHIED L /) — 2 ANFEHEICILN > TWD, 512 PSP Tl
FREL OB 2 A TIEE N OIR T, SEOWG S OEE, MiGEE MR OMEE, i1
BT, SREMRROE (HORTO b D AAETe) . BUEATE) (FER STV RVWOIZH
DOETOEIEZ £125) 72 EORTEHEMENSHEICHET 5, Zh b 64 H T PSP
OFRBFVEIXATFEEEOFIE & LT A DN TEY . FILD IZHEI L TW5,

LIED X5 iR A £ 2 T O DRI EEN T S TV AR, %< DIk
TER PSP NIFAET D 2 & B WIS B KW,

I11. EZUAY PSP (PSP-RS) DARIFHELT R,

a) RMEFBIZOWT

PSP DR ZS BRI IR DM - ik, ARk ORL L £ o1k, 7V A= ZDEWD
FAR A RERT L2 ORRE ISR BN D,

TETUA) PSP D B2 72 i 2B REI IT R N AR AL & PR S DA IRZ IS B 0 | RIMELEERE 70>
B IMERIZ T TR 040 LT Do RFEHICIEEVE 3 L ONEAER-/L A 1R (BUR %)
RPEBRE S, S DITMEEIRE-FREZRPE S50, WAEBIZIZAG DR
A TIBITER > TWND, ZEMENIROEIIR FEZ, MAEBRNENITeEICE R L., BE
WA LERL TN D, SHIC EEEET Pk, MM, kT, IR, RE
EROVE . BRGRIR, MMERs . hIM/KGE R PEIK ', BhARAPRAZ . MRk, R, &
PR, R, AU —TRICOIRENIEN S (K1), /NMERE ORIz L7 v
T AEMEERD D, L/ NMEITZERENE T, MM O 7L 3 o il AR L BV T
be ZDOXIICTHEE FTOIRENAILCBD ODZNLY HLIXDHNLFTH D,

RN B B TSR ) 255 AN R AR I T 243, BHITFEMIX AN 729, HE Ye@lEAR T
FRBE LT HH DR RN ERZ N, L LR b b - FRIGARNZERE D 7
VA= AEHBBT LR Vb VERET VT 05 m LT D,
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ERRZ W OB & 72 2 14 (CT, MRI) T, RIRWICTHAI 7= FRH A2 (K2-A)
WHHILIRIC A DD, ZHUEHE « T ETAZEM T 5 D3 LT, BERA Rz h
% 12 DIZENG LI P ORI N H 7= b T R OO X I ICHA X BT TH
%o R LV OACEET T AR OFERBRD Hiv (K 2-B), 5 11 HEDOR KT
PRSI BRI R SN D, BN OILR D 7\ W OIZEE 11T M DI 2 56 132K
DA TJTLARHML L 72 %5, SPECT X° PET OFEAREMIER T b LKAy 17~ b BiEAZE O MR T 23
0o,
b) & UM REEED OMILRE & A LFEoN
PSP \CHIHLT 5 ¥ v ERFEHEEY & LT, MR I AR R AR HEZ L (NFT) &
pretangle, 7 A k¥ A RMZ tufted astrocyte, AV 7T Ka /U7 Ok L =
DZEFEIZ coiled body & argyrophilic thread NI HIL5H, WLy & o tpfEief b
YT ARE T RSN D, HT@%@M‘S&)ZD
1) NFT D53 A3 BVE FAREERS 2 B O DI A BEIAR A% 1 globose type 0 NFT 73 HiH
f%:k?%é(ES%,moﬁamﬂe®ﬁﬁ@%Digﬁik@%o
2) tufted astrocyte |£7 A haH A FDOZRREDIAERNFZ ViGEEZR~RTHOT (¥
3-B). HBOAMILATEELED b - HPEiEEE O FTOE], AESfEE & SRR < HE
L. FE AR LT D NFT O & WS SRR ->TnS (K 3-D),
Tufted astrocyte | PSP IMICHF A & 5o TR IREBZWr R BEZNE W, L.
BRI Z < DED tufted astrocyte [ FMIEHEIZHHET L 2 L2 H 5,
3) AV IF RrZ U THKEKD coiled body X2, ZDEMERD argyrophilic thread
(X3-C) ITWAEFEIICIAS HBLL, 1SR MR A 2 TofiT 5,
PSP ICHEBLT D =a—nr & 7 U 7 ORE 22 7 GRS X kb 121X CBD
ERICLKAV = MUZ T THD, ELFHHTTIEF U OREMEESIZIBWNT PSP &
CBD /% 64kDa & 69kDa DMl 3 2 FE /N R A&7 05, C KB A D43 Hr Tl PSP 23 33kDa
Tod D DIZHK L T,CBD 1L 37kDa Z 7~ 3, BN Z & 12 tufted astrocyte & astrocytic
plaque 23IAFT DR 7 SEHI D C KW TiX 33kDa & 37kDa D/ N> RAIAF L Tz,
ZDZ &IECBD & PSP AL FIIC b ITRRE THDH T L 2Rt L & biZ, CRMTA D
FHIEAY PSP & CBD D7 A b m A ks OEAKOIEREAIEIE, S OITITMZEEOH GO
FHEEIZ S LTV D AIREEZ 7 RIE LT 5,

I11. FEERY PSP 4K
PSP O #EAl & L CERA) PSP (PSP-RS) & ZEMEfENR (¥ IRAEDNHi7e &) NEH 0L
ONDIEERF PSP RiE ST\ D, KX A 7 OFEEL, PSP-RS 234 50~60%, PSP-P

BAMEREZS - #BROTQHET (2016/10)



DK 30% L D, ZFDMDIEER PSP (XA H T, PSP-FTD 73 4%, PSP—CBD 7% 3%F2 &
WEINTND,

a) RIMREENEE

PSP-RS & 0 & KR Z 235 S 415 % A 7° & LT, PSP-FTD, PSP-PNFA, PSP-CBD, PSP-PLS
DG SN TND,

i) PSP-FTD (PSP-with frontotemporal dementia)

F AN ATEN S OB BB S AL D RTBIERALERENSE (FTD) & 22rS D PSP
FEFID 8 D05, #AT9 5 & PSP-RS & [F UER A 29 5H12%E 5, PSP-FID TiX PSP-RS &
WE AR TAPRREZE O ILIR CRRE TH 2 3 ATHAE D ¥ URAENEE L ST
WD,

ii) PSP-CBS (PSP-corticobasal syndrome)

JRATEINC CBD IZHRFEI & SN DL ZED B 5 RAT, FEREREE, il NOF#EE, X
=T enN=F Y =X 0 Exm L, #7925 & PSP-RS & 9 DJER| T, KINEE
DOIFRITHRTEERE ~ TEETE/NEIZGR < | BUE T TIIAMER, /NIM o RAZ (2~ 55 D
Erard el Tnsd,

iii) PSP-PNFA (PSP—progressive non—-fluent aphasia)

HETGNERFE I IS (T Y —) EHEEREEO —SER TSN L03, 28D
PNFA 51l % 5341 L 7o TIZ RS O A DAL PSP, Il ICHREREE A 1 5 3561
CBD THDHZ EMNEZUEV D, PSP-PNFA CTIZ RN RAEZNBIN D, KR LA TRl
A ] A 10 FITEE - ARIEE - BHTH IS IR A 5 — 5 C L BB TR L IkeR D9 28 703 < PSP-RS
(R 2RI Z Ly,

iv) PSP-PLS (PSP—with primary lateral sclerosis)

EACEE) = 2 CREEORER (PO, TR AN T, N A% —
Bth7e &) 23 PLS & 872 0 EAARKPRCHE T 5, BHIER =% Y = XL %R
T ENZ, RIS EERN A ST R E R OANETH Y | FAGET = 2 —
a2 TR TZN D,

b) FE TEALEE

TERAIPSP L 0 & KIMECE IR ZE D3 < | BB AR DS 8FH S5 Z A 7 IZIXPSP-P,
PSP—PAGF, PSP-CHA &1 H LT3,

i) PSP-P (PSP-parkinsonism)

NI D /R —F Y = X L L EERIE T E D . URICIRER & il 21 5, #)
HWNITHAE], IRERVFARREL, FRABEREREE 1R E DRV, FIERK 2 FRITN—F o vV =
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RNINTERTH DB, #7325 & PSPRS DIEREZZETH L 912725, LR F— 0t
T2 BOSIZ I TV st & & SIS 72 D, PSP-RS KV & flITFEIR T
PRI A 28 RV, RIMBUEIR I Z U< HBVE LR TR ARG L 72 EME2 7R T,
ii) PSP-PAGF (PSP-pure akinesia with gait freezing)

HH) BITREO T BRRPEE T, RKiFOEE, EFRBOEN., NFIEZ/RT Z &0
b, Rk, FHREIAZ K R ¥R T AT, KREINZZ2 D & PSP-RS OSER AN HBL
T %, PSP-RS LV HIERHII N RV, LR R— 27 2 KGIEZ Ly, PSP-P LRI T
SRMMBERZICZ LS, BEKR, SR T, BEICHERIRE L B2 RT,
iii) PSP-C (PSP wieh cerebellar ataxia)

F RTINS NP D AT ORI S 2 59 5 51T & & 1T PSP-RS O EZER A H
B 224 7C, V=T Bt DRI OIRE R HLO L @ESN TV D,

IV. Z DA
MRIRFEZ M EEYE & L C NINDS diagnostic criteria IZ/ OB AR STV,
I Sl SR YN
- PRI L DU T 2 NFT Z P 5 s i V% 708 BB T Aid e & s it 4 K O
/NI HIRZ S 8 %
NET 2O\ T OEEA T TR ER AR TR BE & 2 W I3HEZ O 3 Bl TNFT & neuropil
thread DAY, ZAUTIZ THRERIK, BIFMBREAR, IEH, @D S Ho
3 BT T~ D NFT & neuropil thread 23HELT %,
-tufted astrocyte (2 DWT: LELORAE T CRE U U Eb & ¥ OFRIIERE A,
PHRFFEMEN H D tufted astrocyte NHIET 5,

oz LT, HFLWL E—/MAK, glial cytoplasmic inclusion, E > Z/MED
ML, ZRMEOMIER, BTV A2 ORHLT VY A <~ — IR OFFEFRIEAL D ZE S
LTV,
BRAONZWI NS 53735 K OIZ PSP LRRZ SN D FIREMEDN S DA & LT, L B —/MAH,
% RMEREIE, CBD 08 v 7 & & T FILD (@3 DA, MIMERE, 7Y g~
—IRRZET B, 2o, U AU, BIEGHEMRIEEEENCOWMER & D,
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X 1

TR MR (PSP) O EEARIREENL (Steele ©.1964 12K 5) .
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A1

.

C MEFTVERE EMERREE O MRT  (BERGE LB 1) Fr .
f;( EPELI%)}‘Z E D TN KU o) Jkfee. B: HRMHTZ O ZEHE 1 L 2 U AR RS o 4k
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3 : PSP OMIRERAT . A: globose type DMHREEHRHEZ (k. B: tufted astrocyte.
C: coiled body & argyrophilic thread. E: ERAE PSP T? tufted astrocyte & NFT
DA (« 1 tufted astrocyte, X 1 NFT, 3 GEfDEH))
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