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Case 1 Case 2 Case 3 Case 4 Case §
Sex Male Female Male Female Female
Age at onset (years) 58 il 44 76 il
Age at death (years) 62 76 49 85 6
Duration (years) 4 6 55 9 5

Initial symptoms
Parkinsonism

UMN

hyperreflexia
pathological reflex
LMN

fasciculation
muscle atrophy
muscle weakness
Dementia

Other clin. features

Tremor, rigidity

+

+
+
Present

gaze palsy

Tremor, rigidity,
bradykinesia

¥
+

%%
Not apparent

Retrocollis, vertical ~ Limb-kinetic aplaxia,

myoclonus

Rigidity

+
+

+
Not apparent

Myoclonus

Gait disturbance  Tremorous movement Gait disturbance Gait disturbance

+

+

+
Present °

Gait disturban(

Chorea

MRI Frontotemporal atrophy F-T atrophy n/a F-T atrophy | Temporal atrop
Quadriplegia and
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L TAY 27 RathA NNOEAKRR L,
neuropil threads NUOFEAMIZR DO LN (K 6),
T A YA OREICHERROE AR AL,
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DIFREALRRFRIFT 2 i 5 & | type 2 TiEA Y
7 Rt A NNOFAERBEBRTH Y,
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iz, REFREZFMIRFTTTH D,
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PSP & XU CBD/CBS ®
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SEIRGERAR 54 T BB AR

MREE
HEITIHAE EVERREE Progressive supranuclearpalsy (PSP)DRZRFEEYETH 5 NINDS-SPSP R #E
. BEEERVAREZLTLLE 2V, NINDS-SPSP EHEDKEZ Lif 57201013, BRIMNE

BE2WETTAMEND D, Richardson FEEHLANOBEARIO R TRBEEPREINTVDL DI
PSP-Pure akinesia with gait freezing (PSP-PAGF) & PSP with predominant cerebellar ataxia
(PSP-C)DAHTH H03, BE - FrREIIMFT S TR,

KA R B B EREZEMEIE Corticobasal degeneration (CBD) D Fg AR 22 W E: ¥ (Armstrong F¥E) DL 1L
TERDEELZEDL T, BEREPE DO TR, 4%, FEEORWEEIIEETTOILERH D, K
Jibi 2 ' B JERE ERE Corticobasal syndrome (CBS)R2Hi L HE@LET 77 v 7'V » VEHE)II CBS D b
EREBEZFRTOFREZME LTS ZLBBRETH S,

ARTSEE Y

1 NINDS-SPSP DR H %E 1)
JE4E PSP 35 L 08 OBD 00 L4672 BEAR (2 435 B 7> = P ———

12720 . PSP« CBD « CBS W LD FEFR 2 I 25
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BAFEF

€3k PSP L1 CBD/CBS kA DR
S RS b EICRET 5,

C.HroERE 5=
1. PSP ERR2Z M possible PSP 13 E 83% HEKE 93% Bk

PSP OEGRZ M AT, 1996 4E Litvan H1Z &
D %32 Xz NINDS-SPSP 02y Voh 5

B 83% LHE S nk V, ¥ bbb,
NINDS-SPSP D EMED R BEEITE VR, BRET

(#1),

T OB EENER S B, REZW S 6
Y LICRE & FRREDREE 1, probable PSP
HRE 50%, HFEEE 100%. BMERIHER 100%.

B 2L, MRBIE L 720V PSP O Ti%
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EOVERH IR LWV (R 2) BRI HNIT
WABEHTHY, T2 2EEIChRENLHRE X
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3 PSP OIEMAIAY 72 FRAR R
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PSP-PAGF
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0 \MSA-C %#xI4% 8 & 9% & probable PSP-C
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Armstrong E¥E TIN5 OFEKRFEE ZME
H¥ T CBD DEERZEZ1T5 (& 5), CBD @
2t ‘clinical research criteria for probable
sporadic CBD (cr-CBD)’ &
possible CBD (p-CBD)’ @ 2 -2z hiL, i@
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‘clinical criteria for
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Clinical research criteria for . Clinical criteria for possible CBD
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HoTHEL

&)-J_C:&J:L\
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BEFERFYRATHILERS D, —F p-CBD
WEIELS & OFRF =m0 BT 2 HEEET, RBIEF
EEDOFIRITR <, FEREIZH>TH LW (R

5), E7-EETERIZOVTIE MAPT B
HoTh XD, RAEEIZHD KO
#isF. TDP-43 85, FUS BEFOERIR
SL7RT AU S0 D (R 6),

Z granulin
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levodopa @D RIGH DL MEILIE
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ICRE T D LIS 9, BA®D CBS10 #lo
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FEIE 2 FELIPITRE ST, 02 AD TIIRIE 2 4
LIIZ p-CBD, cr-CBD & HIZ7%% LT\ e 7,
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EWVO RRABRERNREINTERY, 5B UETHF
=5,
3. CBS &2 A%

CBS % CBD OREHZZIEIRTITH D03, KR
FIZRIER TIE7e <L 1990 R KL » CBD & ERR
W S IEF OB BRENBRE I L 5 Ic7k
D BILE Tl CBS 1 XERIRZ 4 . CBD IZRERZHE
L LTRBILTHAWSLGNTND,

BUEEH SN TV DR bHT LV CBS Wik
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CBS #E T ARBOERRBITZIEZTET K
KT CBD 1% 46%9, oA ED 10 HlOMECTI
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D 2 fLkE, Bk TIE AD 28 247 17%. PSP 2%
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Frontotemporal dementia and parkinsonism linked to chromosome 17 (FTDP-17)
microtubule-associated protein tau ( MAPT) #{xT- 2 RIEH % %f4 & L T[1C]PBB3 PET #*
oz, fish - SLBEELEFLE LIRAAES L2 R406W ZED 1 f CIIABRZEAREL. SMAL
RIZHIET#2 &E CRERER D, N2TIK EROD 3 fI TIIBEGRNE, =% Y =X LDHD
JEF], =% Y = X LB LURBRIED & DIEFIOIRICERSHML TR Y | N—F V=X A
CRAER 2 UTERI TITAEEZE, BEHIRE, AEREORKAER I VHECEERA LN, &
FOREELE LIz G272V BEO VERTIIEABEEICHERN A bz, R406W, N279K,
G272V ZZIEF OFFFITiL PBB3 RN ENTNRRRNR X VEEKICKE ST 2 Z L BHND D
iz, U bint, PBB3IIfELX DX VREIFESG L, in vivo TE VIREDHGMERNDH Z &5
TE I AV THITHD LB BN,




A, BB

FTDP-17 MAPT #&{x+Z BEFNC BV T[UCIPBBS PETY- 217\, —J, R UEGTFERE
FEOMARR I A 12 B W T2 D ¥ DIEEE~D PBB3 DA MEEZ M L. [UCIPBBS © & 71
A= THEIE LCOEREERIET B,

B. BREHE

FTDP-17 MAPT i FZER Th 2 R406W1 FIl GEF] 1: 61 m B M. FBFE 10 F, 7L - TIE
BEEE TR LT HRAE) Y, N279K3 # CEEF 2: 48 Bk, MW, WJ 3:48 AR, R
JRIE 0. 5 4F £ OIRER, EF 4: 42 BB, BFRE 1 £, A FOIREEE L USAESE) *¥, G272V1
Bl (47 BRAchE, RRRIE | B, BEFOKRE) 9, REBORE A5 & L'C[HC]PBBS (¥
UA A=V 7HD) BIOMCIPb (7 IuA RBA A=V 7)) PET 24T L7z, [11CIPBB3
D IPIFE A A AZAOMMARRE & /MM B L CREM L 2, BIEBI O BN AT % REER O E A 13 #
EHBRE Le, —F. R CERZF OO EE OREMED) iy T PBB3 O &R % 1%
L=, ‘

C. WroEHER

FTDP-17 @ 5 FEFITIE[MCIPb (XBETH D, 7 I v A FBEERIIHFEE LN LR
Nz EF 1 (RA06W Z55) T SR BEZE, i K OVT RTEAE, AiEAZE I 1236V T [1C]PBB3
DOEERERDT (K1), EAEGEMEOERF] 2 (N279K ZEH) (2388 TIBE# BE O —ER 12 [LC]PBB3
DEERPR O, E 3(N279K ZEE) I2R\W\ CAISE%EE, SEIEREIZRV T, fEF 4 (N279K
R IRV TAIBAZE, RIBAERIEZE, REREORPER LU REICRERER AN (KD, E
1 5(G272V Z££) O 1 EFITIEAMEEREIC[11C]PBBS O E&ERA A bz (K1),

R406W OFIMFIABEENBTITICB N TAH— NI VAT T 7 4 —%4T5 &, BED CAL,
subiculum, MAREIZBWT[ICIPBBS DEWEREN A bz, CP13 B L NATS & AV 7=%
Y T, AIBEZENANC 2 OFRIFEREZE (LA A b iLTc, PBB3 i 2 HOGIE TH D &
Yot SN TR RARAELC N 2. T SRERE I N VWSRO X VEERIZL/BE LT, b
1% ghost tangle TH 5 & F x bz, N279K OF R AMBIEEZENEIEI A 1B\ T[1CIPBB3 ™3
— NIV TTT 4 —FTO L IKABL Y T LAHBICRENEENA LN, PBB3 fia
EEHIETHD & BB D thread IZFEA LT\, —F, REMEER, BEOT 2B THRE
Yefs, TR SN D X VEEEMIZIE PBB3 AR ALNT., TNDIIRRR Y VIERERTH D
pretangle & &2 biviz, G272V OFIREUABEENMAIOEI R TIIEIE (Pick Bkék) 0¥ Uk
R1Z PBB3 & 03 & bz,

D. BE
FTDP-17 MAPT o 5 JEF Ti[11ClPib Xt TH v | ["CIPBB3 PET 7% AD LIS D & & 34/
BWTHY VBEROKRETHI LN TELZ ERER I,
R406W”£§’sf§ﬂ’@ IZTDTAY T H—LDHH 3T E—FBR)BLV4 U ™— h (4R) & 7
BEKEZER T ENMOENTND ¥, ZET AV g <—fF (AD) LFREETHY . K
BELTH AD CHLUOFREBEELZFLE LERGBEETHZ EDFMLILTWD, JER 16 10
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IRD3 T2 EAS AD BIER AR5 7m, N2TIK ZBEFUL 4R # VAN —ThHZ e BMbh TIN5
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1. [CIPBB3 PET TH =4 ¥ DR E RN

TAU DEPOSITION
- [1*C]PBB3 PET -

Ptl Pt2 Pt3 Pt4 Pt5
R406W N279K N279K N279K G272V
Dementia  Aympto- L.hand R.handtremor Dysgraphia
matic tremor Dementia

Coronal

Coronal

5 %I AR 13 41 & SPM5 T Two sample t-test(P < 0.001, extent threshold > 50)Z4T\>,
[11CIPBB3 St & I NEAL & FH A TR LTz,
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(BHFRES) (BAFRER)
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R KRR BE HREROE LS RO ER (RHE) R RER
ALS1 ERERXI Tt
11:30 1 REEMALSIZE 1T 5& 5 FAEHT #HAR EiE FR EXE
2 ALS ERE——X LB ERERRAE INRJIEF a5R -
3 ALSEEREEDIRIK : 881651 D AR FRAT R B R B
12:15 BE (BHER) =EHRB
12:15~12:20 JaCALSHEH KR HRI T
ALS2 ER.ER BH—
13:15 4 ALS: FT-ER BRI LD EITHRK D T EREN MR E - 1EE EE
5 M EMRMEAREILEDREZMHE =H EE - HA E®E
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