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Pick J% & FTDP-17

RETIE, FFRIEAEERZEANE (FTD) B U THRER 2 dul i8R
L, %t T Pick i, BaF17HBICHEET 2 iEMUEEFAE (fronto-
temporal dementia with parkinsonism linked to chromosome 17 ; FTDP-
12 WT, HERR, WER R 2R3, FTD ORI %R~ 2%
Z L&, Pick 8% FTDP-17 OfEREBRE Z L WX 5D THEAINCE £ DT
SET L., ChoDEBICEL L, ZEOWERN - B - EEIDHZD
T, WEHEBEINZVY, TREPNICEHINTHEIEEDOIEPEZ He
5, BETREMESVELZY, BKEELEHBVLTwS, JITEHEERD O
RE&EMA T L 72,

TERAIEERYEEANEE (FTD) (SRAL T

Pick 5 & FTDP-17 2 DW TR B HZ, FTD B L T, 2DOK % »n ik
BN DNLEDH D,

%97, BIEMEEEZELMEE (frontotemporal lobar degeneration ; FTLD)
EWIEEND D, IhiE, BIEEED L W IZEEERTAE FTAEICERE L
T3 RICER), FREMECRESEL, BEHEFET 2 REBERAEINT
WhrkEZonNL, Tikbb, FILD ZE—DEREBEZELTWEbITTIE%
W, bk FTD O2ME¥IIE L% Lund £ Manchester 7' v — 712 &
DIEX LMY, EsizhroFEEL T, FTLD 2HKIZ FTD, #17
IR IR EE, BERMEEIAE (semantic dementia) 4L 7229, Z Z T,
BEHEAAELA R sk L ¢, FTD %, frontolobar degeneration type, Pick
type, motor neuron disease type W43#E L 7z,

— 5 FTD 2Lt T 2EERLL &5 2, Pick complex &3 HES &
EFERINTWEY, LrLZOBED “Pick” DEREZIEREICES 2780 E
BEEREBENND 5 L, KEEEREMEE (corticobasal degeneration ;
CBD) R ¥ EBEHEME LTHEIZLEZDDE THEENTEVEENLETDH
3, Wwihik¥ X FTD=Pick j5 Tix7\> L, Pick J=Pick complex T
Wb T, EEEE EBEASEINCHEbDN TV SR I, EELIEEDT
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7z, BEARRLRBECHLEER, BELA, B, BOREERHTLHIEN
et E 7259,

FITHERE (executive function) & LT, RESH, WMREEE, @, M
FEFEHREE T VIR T 59,

MEETED LIELIERD N, RGN TAT VA I A TRITEIZET 5.
Ud U EMEREORER L 138 % 5. £, BHRHEERTH 2, IEPE
FEETH2IL@FPRVEEINTHSD,

FTD Tz ORIFEERTH, RESEEE NS 5. Lizdi> T, Ficfl
EENBLEEINDL 7 —A TR, REBEDOETS Kliver-Bucy ERE &
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gLk, DEER, BIFOEt, £F, EROE e E:R, I ELEA
Ab%fm@j%# CEERE, BIFOR{LEREnEINTHRET,

SEAE L IRIB S N, FTD 2o 725, EBELEZ T3 528, EF
BEERZIICFEKS 2R, AD LB a2V T 5 2 LD 5, EF DK
U7 fE TR B 2 LT, BRI FTD(SHIBIA TH ol &by
A NF =L T W) L2 S BRIk - HER T, mEIRIRED
WEZETH-T-2 D5, Liedo> T, UTKABRSERZHIZHEDR
BHTH5D.
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EGZHCRELEERHUZED DD, HENDELZAIIMRIKR S, L
L, MRIDHITTE RWHRTD CT T L 72w,

AN, Wb b+ 4 71y Y (knifeedge) KR \wbird, BIEZE,
BEEZERTEEEDENED, T1, T2, FLAIR 2 ic X R T 5, gy
Pick i Tz, BIKMETAOIAR, HIAOILERHIEEFICR S, BE-HEEED
EESHEE - BEECN LT, EECR->TL 301, »rEEEFHEZ
BThroThs, Tihbb, FUBTREGROREZEHI 2w, FTD &R
HENBEEDZR O, KMETHEOREEEI ZX3bD, 74—
A %S, MRI T#OFEHEEER, BFol BV 4F—Y ARRBELT,
FLAIR B CBESRECRL I EBH LY (K1), £/, MERETHE,
FIEAEEOEE S HENCAL I N TE S, =50 FTD T, /S—F ~
VUTEREE T EDHD, o N—F Y VEER B & 72 3R A (multiple
system atrophy 2 ¥) L DERID®, T2 %12 &k 2 EERKOEKILE 2R
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E/%&%‘VC EWELTWS, 202 ERHEHREES W TIERER BT _j:%% <

—601—



1

Pick i (JRIE®gyICHER anr) DEEE MR (A TIWI, B: FLAIR)

HUERZE, FBRERIFEOEME, METARH,IEFAT, FLAIR TREHREE
DEETE2RD, FVF—VYARRMULFIESEZ SN D,

ZErOREES ZRL TV A2, Galton 513, BIEEEOSEE Y, B4, WAL 44
AN T, FEEMA 7 — V2RO THRETL Tw3?, MR spectroscopy
(MRS) TiX, EMESMLIIB VT, MEMESCEHZEORA 2 XKLL /2 N-
acetylaspartate DA, 7'V A4 —¥ X % KWL /2 myo-inositol O _F & »3F5
SN TwaM, EEBEENSD 2L T TlEzy, —¥ T lactate D L HE %
DI LT HEHED DB, BME¥TIE, PET THEEORSEHET, HMPAO-
SPECT Ti&, MRI B CTEME 2O 28012, BIEENME COHRET 25
DBLEREMEND 5, £z, BIEELBEECTMRSRI NS Z LiE, AD £
ERlce s, 72720, BIBEECIMEETIZ FTD WHERNTIRZ L, BELHA
fE, 50, HIVERUE, 704 Y7z b Y270, ADRETED NS
T EMH B0,

1. B =

Pick &%, 1892 4£1 Arnold Pick iz k W EE#Ek s h, LELE L 7-EH &
LTES NIz, LrLYEE, RIRNESHIFTRZTCh Y, BEMENIRE
FENRho7z, DO, Alzheimer ITHEBENREICL YD, Pick iFICiI,
FESRME DO HIFEE NE ALMTEET 2 2 & 84 L, Onari CKAK) & Spatz i2
£ D,Pick L LTOEHINEZ 6N EEMADEER ED Iz,
Pick SO EEMAIC & D B2 2 2 L LIELIEH 2, Constantinidis &
X, PickfE#%, BRACWHLW S FTD 22 L, Pick 3k & chromatolytic
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2 Pick BOABMBEETE, HEMEIRKREL 74— X0 EH
TH3. GFAPBHD7ZA Ot FAEMLTVS, (AL
HE #:f5, B! GFAP %)

neuron B 5 b D (A &), FEENR & $ERSBEFEIR 258, chromatolytic
neuron #8534 5 H 0 (BH), FTD &L Pick kK, chromatolytic neuron
LHieRL b (CH) wHE L, BAETIE A BHMEHEY Pick 5, B AN
CBD', CEOKES I, EB= 2 —o v EREN 235 VB AREH#
5 FID Th % (FTD-U) Z #8205 5, X5k, 0
3 17 BRERICESE T 2 FERNZ, progranulin B FEERPRO I L&D
BH & 22273 5 7z (Nature online), RZE T Pick K id, ABDAIRET 5.

2 . Pick fE DR fREIR 1620

AERFT R T, ﬁf%“\l’kﬁ@ﬁ?ﬁ’%ﬁﬁﬁ%bﬁ, BIUEEE, HIEEEERTAEZ 0
L AEEARERE RO L. ETURETIE, MEEX 700800 g BE L
%, JIBEZEREER, EPIUHUIEI, B E, BEEBEFI-RCERFREID LW
», BoTHEETHS, KEOEBIINIETH 2 2 L B8—RIITH 525,
LIFLITIERRTh 2. EETE, FEY RVITEFBCZO\EERL, K
PSRN TR L 2 5, KRINEREEE, ZOREZRL, by es

2. BNET A, BiAREKRT 2. BEk, WEKR BEVEETL L
BHBH, BRI S—F Y SERERED L Z LRI ESATWVS,

SEMEERATR & U, ZHFRFROBOIBAI T, FEMEHEIZHEELL,
FVF =Y ANERER S (K2), FEIZWOLO SMEMREEE & 72745,
BKIAOBMRE LY R+ 25O H 2O TERERET 5. & bR ZAT
Rz, FEEBISOEESNLEBRROHABTH % Pick B (Pick FEERER)
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3 Pick# (A, B) & Pick cell (c,' D)
(A : Bodian #f5, B-D: U »Eky v AT 8 4ufa)

&, HEFB» > TRCHEHNE S A0 5 Pick cell (Bl&E LT,
balooned, swollen, achromatic, chromatolytic neuron 7z & & FEIE L % A3,
—ERBFRMMDER E DBEETH oL L W) OFENEETH 5 (K 3). Pick
BRIZAET, AN HENBERZEHRE2E T 2 ABTEEORBRETDH
% Bodian 448, Bielschowsky B THER TE 5, TEFATHVON D
Gallyas-Braak A Tl3, Pick BRIz s vz o, Pick kAR T2 H 0
DYBLIN vEATHY, FVERCNT 2HEEB O RERET
IO T & 5, Pick RO X, BHEOMOWANEE CMZ, BEHE
HiE, wEEEIRE, BE, Bk EEMCRD NS, v A1 20 NEEK
DIFEE, —REBETHLL3NTVE, NERELVEETHS 2 2%
WA, BRI Pick BR20 2 Z ek s THT, LIFLIF1 -
OMFEHIICZFHET 5. ZOM, B&EE, B, EEEEcED 3, Lal,
Pick BRO 345, BEFZ oW 2EHE LB 2 THHHEBL Tv 58213,
FTIDP-17 K HE N % tau BEFOEROFRIIMN T 2LENH 2 9,
Pick cell i, HE & T, &% & U K& WifgE cik ka2 2 L, Nissl
BTz, BRCHIfE B2 D 5 Z & b b 5, Bodian #v8, Biels-
chowsky B TR PEINZ LT THY, & 7 RBERETHTHL BiEr
BT 250DHTH5B?, Pickcel LT, VvB{b=a—u7 45 x>}
RS B PR R T SER AN, BRLBIBMICR B, Pick cell 185 v
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ERETEMEIC B 2 &5, Pick cell 25 Pick BROFIEIREETH 2 &5
EZFbHBD, BHo»TEZWL,

MR E N E LWEEB L UZF0HE I, FEHEI VA -V AR
5 DHEFIT, GFAP RERETHEEZET 2. £z, 7Aooy A b
FVIFRar )Ty vRERATHEOEEN 2RO L I L8 DH
%272 2 ORERENC L D2ENH D, 1E L A EEHITZRWERD S, Pick
HRr@ETsRERCHETSE —Abd Y, TOBRIEL taw BEFOEE
BRVHEESECBLLEND D, Pick EREERT 22 vEQR, £1bFEl
W, REEEBILERE S, T2V 10033 I E— I s
BRESN TV ZEPHEAL TWw32, 2/ AD ICR oI 3 HREAEE
CRERT 25y 7ERLRY VLI ER 2, MOy A/ F -T2 2
ETCBD T, 4V E— Y USRI NS Pick BRIEELEENRED 50, &
HEY 72 TR X A REERIMRET T, R Pick JWIc B 1F 5 Pick BRe @
KANZEE L »ws, REREPE(EENTE, BEFENRE» S, XAIHEE
TH3., E7: Gallyas-Braak BB TIEEE O Pick BRIZEAINR VDT,
bLPREINZEEIR, o BEFOERESWRETHLEN D S, Pick ZkD
SR EFEMEIC X 2RET TR, PickBREER TS 747 X2 Mix15-
nm straight filaments & paired twisted filaments 25725 & I3 N T\
52,

,;iontotemporal dementia with parkin-
sonism linked to chromosome 17 (FTDP-17)

1. =

1994 4E 12 B Rk E &S O frontotemporal dementia with parkin-
sonism (FTDP) #S%afk 17 q 21-22 IHH L T3 2 L BFER S iz,
2D, W DOPDOFTDRRZATHE—DOELICEHL T i I ENRERL
L, FTDP-17 w5 BAENPEAIN, ZD# 1998 £z, FTDP-17 i
microtubule associated protein tau (MAPT) OEEF (fau gene) DE
BTEUZ I EERINT®, B T BRED lau BLFEE
BERIN (Y, FEEMCH) VB3I NTY YEAOBEE 2 ERE,
MRS ) THlECRWEshTns, Lirl, $XTCOEEMEFTD
W, tau BT OEEERRO LT TR L, &R L2k 51 FTD-17 TS
7 A NF —BEDOKERNE progranulin B FEE, FTD-3 (8 3 HBHRAEI
) 1 endosomal ESCR II-complex subunit CHMP 2B 0BG FEET
»Y, FTD-9 (5 9 BLREMICERE) OFREREGEFRELRE I TR,
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S305N
+33 L284al.  S305S
P301L T3
P301S
N279K +11
+12
+13
+14
1260V L266V 16 V337M S352L G389R R406W
AK280
AN296
N296H
7T G272V L315R S320F E342V  K369I
K25 G N296N

X 4 BEEITICHMSATVS, FTDP-17 ICEEL /- tau BETFOLTEIA
FNFNOER tau BEFOZY7 Vv %FRST. MTRIZ VY205 81 tau BEFEENSFHFR I

T Wi LD THEEE,

2. BEAHDZX L

BEDLP > TWAEHFETIE, tau BEFIZ1I60T7 Y I VEHRIR, &
FREEER T Y 125 13 FT (4a, 6, 8 IFTHCHERRICITFHIR
Lw) BEBEL, o7V 2, 3BIUVIHRSZENINEINIZL-
T, 6EDTAY 7 x—20HB, 7V 9, 10, 11, 12 iZ, microtubule
binding K XA »b 25, =7V I0BFEHRLEWESEZZOEMAIZ 3 D
LEENRT, TV 008G ENHEET4D8END LIRS, 0
Fhe3VE— 7, 4V E— I v EER EEOHRAKTIE, 3V E—
FE T, 4 ) E— b VOEEIRIFIZFFEL Y, ¥V EHOREEEIX microtubule
HEELT, ZEks¥sZtehbedh, yvEHDY BT DR
BRI EE R RE 2R LT3, T BEFEE LY, MEEHER
BEFET LA ZALFHLLICR > TR EIXTZRWE, BEF 6L, tau
BEFOFRICLD, ¥ 7EOD microtubule £ EET 2REIMBET T2 2
EWE VBRI EPEFEINSUREN DS, ADZB T 25 VEET
E—MBIZ 6 DDT A Y 7 5 —Ldp 672 % IR 2 Rl £ U s, —
H, AV a Y RERERETLEHEE, £F 7V v 10 OHEAAHEDNS |
HLU, BRXLT4VE—- N OORBHEBRERTZ, 24—+
o OEMEEBRRARE EEZONS, WTRIZLTY fau BEFOERETS
VEHOEFEES Y L, BRI VEASHIREICERE TS, 35K

ey vBfhdh, TEEOEREREL R Tl tHEZ 6N B,

3. FTDP-17 OBEER

FRIRAIRIIZIZMAED FTD L RELEb D Z @3z, LrLahrs,
EEPRAC AT BB DS 8 72 EH, CBD 2388 L7z fEfl, SR
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B Pick s & FTDP-17

B 5 FTDP-17; P301L tau BIEFEE
TALOFA PANOS VERORED B, (U VBRIESY
v AT 8 3e8)

IZ progressive subcortical gliosis & ¥z 1172 EH, pallido-nigro-luysian
atrophy 72 £43% %3790 fEMFEERE L HRESI N TV S, E 5 ZRA—0
KRANTOLEZIERFEE2HEDDL L bH B4, Liedd> T, FTD 2%
b¥ 5 FEHEEDRRZNN—F Y VERPERTHEORBIER ENFET S
BE, I 2 ZORBFELFIRE L B> Th, FTDP-17 2 & o - #E %
BEEREETLNETHD,

4, FTDP-17 (iR fRIE

FTDP-17 O#ERERT R I3ZE TH D, #EiEE, 77 7HlE L b i BEF
WY YBIEI N VERAVSTNEEOREERE L > TEET 5. HEOD
#He b, AR TEBERICE LD 5, FISITFEET 28, lau BEFOEEITM
&Y, W DDDONRY —VPEETZ, 27V I0DATI4Y T %
BEET 54 Y Nu Y OERP—IOT Y Y TOERL, EHMEENCIE 4
V- 7DH»S 5 wide twisted ribbon 22572257 4 7 A > M INE
BT 5. o 3ZMEiE, 7)) 7HEOmECEET 5. =7V 10D
EETH 5 P301L & P301S iz 7 V > 10 @ alternative splicing 12 82& %
Bz 0, BEFEREACE, 4 E— g U575 narrow twisted ribbon
ZRERCL, SRS 277 THIBEOmE I CHEA T 508 (K5), 7V 7HlEO
FOERIZ IV I0DATSSA4 vy SR ERT AR LB CTRE .
ENTWS, ZDMOD coding FIHMCFET 2EETIE, 7 VOEBEHEIEECH
B EmFAI NS4, B H %, V33TM & R406W ODEETIE, AD T
B 5N 5 paired helical filament 2T 2 Z EBF SN T 5 K257T,
L266V, G272V, L315R, S320F, Q336R, E342V, K369I, G389R TiZ, #H
BFERNC PIck BRERBITE R WIBEE -7y VOFEEETHR T 545, M
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FEBID Pick JFIZA 515 Pick BR &%, S HBFER Y — VB EL 2 L &
NTWw32, FERET S 747 A2 bidirregular twisted pattern 2 24
230344 B—DBEFEERETIEFTH, SS5REBA—FKRNTD,
RFRFZIZ T TR AL, REENFRLERZ 355,

BEETIE, WODPDRER ST o RETERSEAS NI BT T L
DPFFE 3 N, FHEHBEIED X & = X b OIFFENHEA T B2 S &y
BEHOEFEY) YBILOY AT LAOREEL XY, FE5%k 2 DEBORBERFIC
DB b LR,
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