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=]:p)
TR BRI progressive supranuclear palsy (PSP) OJES, HZGEIR, JREE, MAPTH,
R OBERE % H1 % .

REBE

PSP 3/ 3—F vV = XL Z/R TIRERED 7 5 T Parkinson IRV THESE L, RIS
WEHEDIEICSSRE T 2 IO WL MHRETH 5. B LIREESEE SHEZE, ),
FEETRRAVE % FAER & T2 05, T4E, REENMREIC L VIREMEVIENSY, 32 LR
B»bHs ZEPHO»ER T, BEL 2V OREWPIRHEENIEARCH Y, T 54
LIRS 2> © PSP (X 4-repeat tauopathy (4RT) (ZJET 5 2 EAIRENICE DD, X T DHE
HOMRE LRI % B3 2 BRI G 22 Tk e v S TIA R 72 R IR BESE 3
NTHELT, MHEEEICLE X5,

B LimBiniE

PSP (% 1964 4E1< Steele, Richardson, Olszewski O (2 & Y /Kl [EfE, B, ZhEcfElk, 2
MkEE, EEAMOM FERIGESEE Y F8E L, RESIRRESR BE SR,
IREREENBI R, BEZs, SRIREE, T4V — 787 ECMBEBMEZ L 2 300 5 —BEHAL L L
THE SN, PSP OZMEEER Livan 52 (24 b 1996 4F (2 ERSSEFEAFZE £ L CHlES i,
BEMMEL L 3, OFEEE EHREGER RS, OQZEEMEPZINCHH L ORBERL
1S, BWHESHE LT Ha LRV AL 572 20, Williams 6712 & b fidmEaEag
PSP L @l L 7CHEBI O 7347 2> 6, PSP &7l #471 PSP % 7% U 72 i 9 & © Richardson Ji f6¢
(54%) &, JERICERZEDH H LR N2l h 2 BERIS T % Parkinson WHEPORRE» 23
% #E © PSP-parkinsonism (PSP-P) (32%) (2343415 2 L A#iF S 7,

& 512, Williams 6 & Y JFHAIE) PSP (14%) DL » 12, § < AR ZHE ) MK EB)E pure
akinesia with gait freezing (PAGF) (2007 #)% L PSP-corticobasal syndrome (PSP-CBS),
PSP-progressive non—fluent aphasia (PSP-PNFA) @ 2 Jif#l (2009 4£) L & 415 2 L Hdy
shrc” (®1). Lk, PAGE XD DED Imai 6 (2 & h #E 8 NIKEMS T, Mizusawa
57 12% 0 PSP OFHEERT I EAWME SN TV 2. 20k, DHYEOMEE S L Kl
S /T PSP-C Dy & H b 510 B £ ClE PSP OB AI LM H 5 25, FEAET
O L OHRREPOES N T 2 EWIIRFS NG, Tk, FFEOIER TIXFRAESR A
K24, BBREE, RLEEEL EORMEIRTIHRAET 2 2 L ENTRL L0,

g

DHNZ 10 T ADHIY 5 KHifR & T oHEVEro1cn, EEBOHME L & M 5
Z, BMEETIE17~20 NREELT2HE S H LY, Licn->T, 10 FADHIY 5~20 AR
DIDRADHELE 2 L, 2012 FFEOEBTIRE I RFFE L 8,100 ATH D, 60 mELHIC
FIET HIERI NS {, Williams © (2 & 411F, Richardson JEMEHEIX B2 S EIM D 5 3,
PSP-P TII =X v, S IZIMEHTH 545, BEIEMEPSP & A 65N 5. H{ZME PSP D% ¢
EHROAEEBEETDH 2. BEDOERKTIZHS 27 & DB D, ME—EEEAEE ) A
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I2TChb, 21, 2O T axf FHITTIX, PSPIEHI T wx A FELEEPHH, H2
NITag 4 T3S eEENTeS. Lrl, HRANRTXTHI w7 ThY, b»
ETORFPVLETDH 5.

TR M (X Richardson JEMEHE 5.9 4E, PSP-P X 9.1 4L 3 5. FEINIXERMEMERI 2%, 28,
KELHA, MEOBEIFE . BIE 1 EDHNORE, RO TRESE, REZBIFEHEAER
FThHas.

B
a. EREREZ Mg &t

NINDS-SPSP (National Institute of Neurological Disorders and Stroke and Society for PSP) {2 & % &
Wrfgst (1996 48) b Zz OEMAEMEREERE R (1996 4F) 2B S NIcH’, ARG BWiieetdh -
1.

b. #EREEMN, £LFHNZHIEH

JREF B AR X R L) VIRIL X T OFERT, % U OFERIEEIRBAING & rhkiHia o B
FHieAhoNns, T7AMaPA F~DREY) VEBRILA T OFEFSMIED O EVHRCED L
11, rtufted astrocyte & L < (X glial fibrillary tangles £ I{X#1% . tufted astrocyte (X JHEL* 711 PSP

ZHWHRETH 5. Z0DE», MVCHIRD astrocytic thread & & 6415 . F#EHf XM 2O
WAL L d 127 m R — R globose BIAiHE JEARAEZ AL neurofibrillary tangle (NFT), Hk; 22/ %
TR, EFHEMENRED 6, globose 2 NFT (& Alzheimer JHD Y Y RILX VEHATH 5
N7 5Te 6% AIRT 4 7 A2 b paired helical filaments (PHF) t 570, 12~15 nm OE
MRRAE 2> © 72 2 WX BRIRAE, RE%, RERK, BURTH, BESPRKERE, ERZ2E
CHRERGEB PSRN A, T4 Y — 78, NS E oM T 5. WEIRIRERR - BURTH -
BEWEE S B LREBITALN, KO THE - LT - 53 R - MEEREOHEN &
Vo AL IEERE T A X UIX4ART T, PSP 4RT IR T AEED 1 DTH A, 4RT Ik
WREV SR e R L, BRZI LWEZICRFEPH L 2L kv, 2ok,
SOV ERBZINICHE S22 A A= =KD LN 5.

M=t

BRBEGREEI N T >, SHEREL LTy AR NN, 73 M) FFY UER) E OHs
WHLWATHTDH D, BHEE, ITEEEEC OV T & HERE, RRATEREL EAX L a3
TV29, CFRy T2 CZLy, LOEEE V) rs—ra bRk F 2
2L, BECHTAI0EMEE LTy FX7 R EPHHIN TV,

SEDEFEE
2D TaixL AL, B LicLdica—As T EAARANETERY . FHE BB
BRI R ECERDPH L PR T 2 0ENDH 5.

R
PSP DFRIL FESWEEOER®

PSP OIRFENIIAEILEERIC H 2 2, WHFANELBE P EET L LRI 1 ICRENL L HICX
UIREDFARIZFED L T EAIRBEINS . FIEOERICL O X UIREGANEILT 5 Lk, B
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PRAEE 2 HHAMIZE X 2 2 LRIATRRTH D, X VHEDOIFH L L& 52 HE L Tl
ZELPSPWIEORREL Bbns, i, BIEEALOHS 2 X LBMETERI L 28R
TEPSP b HIGNTH Y, T2 UFHIET 5.

& 1 | PSP EE D BRI

&
Richardson fE{%Ef | PSP-P PSP-PAGF | PSP-CBS PSP-PNFA PSP-C Parkinson /& E
HwE | TRk | | BY LEEEDY | HY PR > %
®E B hEE | EE | HY B B HY %
iR Bl BYBL | L Bl mL #L BY (BILE) =
SHOEE | 5 Y Bl Bl rxEEHY | LEEEHY | LIELIESY | L
BHOZRER | HY) "L Hh) N N LEEEHY | L
RISIEE
2HMoRM | LIELIEDY 0 L B HY rrEE®Y | BL
HEEE T
SHOBR | %Y mL Bl Bl LrEEHY | exrEBY | AL
EBEE
SHOKH | B L Bl Bl L #L HY B
LA Kt~ | L HY Bl Bl #L HmL HY
DRI

PSP—-PAGF : PSP-pure akinesia with gait freezing, PSP-C : PSP with cerebellar ataxia
[Williams DR, Lees AJ. Progressive supranuclear palsy : clinicopathological concepts and diagnostic challenges. Lancet Neurol 8 :
270-279.2009. & V) —EBHE)

A RIRERS B PSP-P or PAGF C Richardson’s fiEf&#E,
PSP-P, or PAGF

NNEE

D Richardson’s fiEf#2%,
PSP-P, or PAGF

11PSPIZEBITB Y I REDD T

+, " ++, M+++, M++++. STN =subthalamic nucleus. GPi=globus pallidus interna. GPe = globus pallidus externa.
Reproduced with permission from Oxford University Press.”
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&2 | BIGE PSP &£ L 55K ER

MAPT BEFZER - EFERAE (20~40 mR)

- RIRESH V) (BIEEGKR)
- BEA S ORRES, SHRERNE
- MRI TOXFRERTEREE - AIBREZEE

- MAPT B FEEBN
PGRN Bz FEER - REEESHTRVEESH Y ) (BIEEGEER)

CREE, WRKTT, REMREEESG EOBRBEEERBE, IF
- MRI TOIEXNIREDRITEEE - RISAZEENE
* Progranulin (PGRN) TDEEFERBGIE

Perry fE{RE¥ - EERE (30~61 )
(DCTNT) - RIREB M

- RIRIEERSR, ERLGERD, BEOUES, 7 — U8
- dynactin (DCTN) Bz FERBGE

Kufor-Rakeb fEf&EE - BERAE(12~29 %)
(ATP13A2) LR RIRERERN—F VXL (VRFRISTHHEREND)

- Oculogyric crisis, BE, #ARIER, BE-OF FHENIZIAFI7A-XX
- T2* TORMIREER
- ATP13A2 B FERBGE

Niemann-Pick C CERERRIEZ R, REMEERHRRESES, NNKH
(NPC) - BF - RAE
*NPCT1 £NUZ NPC2 ZRE B
Gaucher & - Ashkenazy R4 ¥ A%y
(GBA) - KFEHBEEERIREES DBRIL & BRIER

AL LKREESR, K#, TALA, BE
- fgRE, RFEEX, &I, MUVIVRBAMNE, BIE%E
- glucocerebrosidase (GBA) BIzFE R 1%

T raAYFUTEE -IRERTE, M BE TADA

-t - mEERRESES
* POLG (polymerase-gamma) —related parkinsonism (H1£8E1E) | LR K/ARISHE

EIRME 7Y & 9% prion protein | - ETHREL
(PRNP) NBYEERR, WE, RBEsMEIAI/O0—-XX

- MRI THAIMERRAEEES
- PRNP BInFERBGE
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HEAT PEA% b B B progressive supranuclear palsy
(PSP) DEBFERE IR D FF i3 fuf >

] &5
BEIRIAg 4 PSP (Richardson fEfRE L bHis 1 2) ORMEZDERIIBEEIE FENE B

# REAET HETIRMELRITENS.
EHOESTIIRNE AROE(L, BEEE DREEELETRETS.
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W
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Rt - TEF LA
PSP (3% EVEIREGEB R, SHEfRIE, RAAVE (RTSRMIBHIERERAVE) & ER L 4 2 e hE
T, PSP D4 % 5 2 Iy PSP (Richardson JERBER) D ERRIGORMEEDOI B E 2 2 T
B

1. PSP Q¥ FIEIR

213 DIEFNIANZ v ADE D2 &, FHETRIRE, MEEE GFriiis ) nsiFET, &
¥, R, RESELY) THRET 5. THEE S HPROEFNTA LN, 52, ZllEHE,
WY, EEOALES, 73—, BERE EREL EPDH L. HEEECHET S EHF
T aH, BEZTICCL, UrE-~usvy, B, BREREZEL Ev% 0,

2. PSP DITEIEE - RAEZDHH

BEEERETL I EPLE0, ERQERRES, BEE HE~OBLCORMNTDH L.
CIXBETNREFE £ bR & uichs, BEAMEERIFRAE frontotemporal dementia (FTD) 0)%?%’(
PRL, BERE FEEE BT 75— FBEOKT, ok ERRT. BERRC
B ICEEDETAPHEET, MO T 2REDPLCLDL ) A X DD, i%(Té&E
Tl & H B . PSP HEE TR GEENEIC > THEA T, &EZEEYRL T EHEH, »
O, BRI, DV EREEE LTHITL, BET 2. [TEEEL L T iﬁﬂ’ﬁ%a@j@ﬁvﬁmﬁi
HY, lapplause sign] & L THINTS 2 GHEiEL2FL2HRRE 3EMCTRET, BFCHELL
TR & IRRT 5. PSP TREBH LHIE TS 2 AT, 4RMUEMNMCTLE ) 2 LS
V). X%, PSP TOF v v 7 vRiiHE V7 EOFEEETEIREEDRE W H 5 5, N33
TIA=ZATIORELEDHEPHL LTL2HDL, BLETZ2EDHY, —EL TV /ZCL .
Yatabe 5 @ Neuropsychiatric Inventory (NPI) & Stereotypy Rating Inventory (SRI) (2 & % #Raf
TIX FTD & PSP &£ OMICERIBD NI,
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PubMed ##3 : 201547 H 13 H (H)

#1  ("Supranuclear Palsy, Progressive” [Majr] OR "progressive supranuclear palsy” [TI] OR PSP [TI]) AND ("Behavioral
Symptoms” [Mesh] OR symptom* [TI] OR "Diagnostic Imaging” [Majr] OR imaging [TI] OR "Electrophysiology”
[Mesh] OR electrophysiolog* [TI] OR "Eye Movements" [Mesh] OR eye movement* [TI] OR saccade* [TI] OR
optokinetic* [TI])

BEHEEEE 201547 H 13 H(H)

#1 (B LM -EITHE/TH OR MEATVERL L ERRIE/TI) AND ((SH = 32WriofIH, 20, Wi%20r, X Seshr, Mg
ZWr, BEWEZH) OR Z#i/TH OR #Wi/TI) AND (fTEfEIR/TH OR EXAES/TH OR BEXEH/TI OR [RERE
Bj/TH OR IRERGESEN/TT OR IR4E/TT OR E{&ZH/MTH)

RBS R

PubMed 1% 1 2015 47 4 13 H ()

#1  "Supranuclear Palsy, Progressive/classification” [Mesh] OR (("progressive supranuclear palsy” [TI] OR PSP [TI]) AND
classif [TI]) OR "Supranuclear Palsy, Progressive/diagnosis” [Mesh] OR (("progressive supranuclear palsy” [TI] OR
PSP [TI]) AND (diagnosis OR diagnoses OR diagnostic) )

BEHhEERE 2015457 B 13 H(H)
#1 (W EMERR-EAT I/ TH OR SEFTIER YRR/ TI) AND ((SH =32 Wi, 2, BIESH, XS, BuN
BT, BEPEZW) OR ZWi/TH OR ZWi/TT) AND (5348/TH OR %48/TT)

S

EEESE

PubMed ##%% : 2015 47 H 13 H (H)

#1  ("Supranuclear Palsy, Progressive/diagnosis” [Mesh] OR (("progressive supranuclear palsy” [TI] OR PSP [TI]) AND
(diagnosis OR diagnoses OR diagnostic))) AND (scale* [TI] OR "Psychiatric Status Rating Scales” [Mesh] OR "Patient
Acuity” [Mesh])

EHEERME 201547 A 13 H(H)

#1 (B BB -EITHE/TH OR MEATVERL LR/ /TI) AND ((SH = 5WrioFI i, 207, W% 0, X Sashn, Mg
ZWT, EWEZW) OR #Z Wi/ TH OR ZWi/TT) AND (B EAER/TH OR FAERE/TI OR FHHE S FHI R E/TH OR
REE/TT)

BHER

PubMed 425 : 201547 H 13 B (H)

#1  ("Supranuclear Palsy, Progressive” [Mesh] OR "progressive supranuclear palsy” [TI] OR PSP [TI]) AND (psychological
symptom* OR frontal lobe sign* OR impulsive OR psychosis OR psychoses OR "Psychotic Disorders" [Mesh])

FErhEEREE 201547 A 13 H(H)

#1 (L EPERRE-EAT M/ TH OR S#EATHEAL EPEROE/ T AND CREHEIR/TH OR FHEIR/TI OR #5495/ TH OR %A
2 — A/TI OR (ATBHZERLMH/TI OR HIBHHEAER:/TT OR (HIBAZE/TH AND /% & JIR/TH)) OR #H8)/TD)
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HEAT % b 1 B B progressive supranuclear palsy
(PSP) DERHIHERE PR T A iR kL HE»

R

PSP DBEEIRMRESNTE ST, ZNZNOERICHT INERELNH2H, ROEER
IS ERREEIE L.
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fifal - TET U
PSP (kT 2 PR, RIREN, SIETHCE T 2 BRI B S A Tu e wY . B
HTIR 2 NPT 2 tHEEEDSITbN TV s, 2070, MEETHATH - 108
WaEA LT 555, PSP TOFRERIED D LTV WSy,

1. PSP OREMAER IZX 9 B MR E

2010 4ED Liepelt ¢ OWMIFIZ L Fa ) v 22T 5 —LHELD L TY NAF 2 I VT
D BRI UFE L IC L OMED D 20, MIBROBSENETH -0 WIS FF4 >~
DIRERS & L7 fod PSP 2§ 2 BRRABRIE TREICRT L ) T N TRIFLHREED 2 L
BT a7 di, Bk, MISREMIBMLSEGS N Tx Y, EBRI L ERTTELH
HEENOOD B,

I ek
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PubMed #:5% : 2015 47 H 13 H ()
#1  "Supranuclear Palsy, Progressive/therapy” [Mesh] OR (("progressive supranuclear palsy” [TI] OR PSP [TI]) AND
(therapy OR therapeutic OR treatment OR intervention*))
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FEHaEME 201547 A 13 H(H)

#1

(F% FVERRBE-FEAT 14/ TH OR HAT A% BB/ TT) AND ((SH = {6 FI I, 1G98, Wik, SV, Al A%
ik, g, TR, B, U e F—2 = v, FB) OR H#/TH OR EEMAM/TH OR {HE/TI OR #
EITD



