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AIBAMRIBAEEZ MAE (frontotemporal lobar degen-
eration : FTLD) O#=

FTLD &, HiUzE & fISHEE D Mgl ic 280k, Bl s34
515 MEAMRE O Ui 2 TH 5. W TFTLD
£ DI TRER S N D 1E 1998 4£D Neary & Difi
XVTh Y, Z ORKHER L U CHTSEMBEREEANE (fron-
totemporal dementia : FTD), MEAFHEIEFIGIESREE (pro-
gressive nonfluent aphasia : PNFA), X 14 38 A1
(semantic dementia : SD) @ 3 FE D 8 & ZWrikEDS
AL S 7z,

2011 4RI, frBh R R AT RERAE (behavioral
variant of frontotemporal dementia : bvETD) DiZWkk
# (International Behavioural Variant FTD Criteria
Consortium (FTDC) ##E) #HifRE n?. 22 To
bvFTD &, fERD FTD M § 5. X 7<F4E, #IHic
SanbE TR & 7 B RN B OBER T & 2 R EE
f71REE (primary progressive aphasia : PPA) ®#i L \»
Wi - pEEESREINY, Z2ohTy 7Y TELT
FENLIG /9 SCER (nonfluent/agrammatic variant : nfv),
ERAE (semantic variant : sv), A (logopenic
variant :lv) @ 3 OW5Ed#k & 17z, nfvPPA & svPPA I3 %
NZNPNFA & SDICHY L, DIEZ 61Tk LTIk PPA
DAL BBEESEH SN2 2L b H 5. B, WPPA
7y A v =i (Alzheimer's disease : AD) il %
HY2Z %o,

—JT, BHEDY VR VLFEOFERIT LD, MR
DEAEDFRW S Hric T4, FTLD b B AMICER S
NTVBY RN VEORBIC L > THEINE L) k-
T &7z, 2010 4£I Mackenzie 5235 L 72 FTLD D¥4
HEAN P BIC B W TE, FTLD-tau, FTLD-TDP (TAR-

DNA binding protein), FTLD-FUS (fused in sar-
coma), FTLD-UPS (ubiquitin proteasome system),
IS AR %ZA S 4w FTLDni (no inclusions) @ 5
DIEE kY. BIET, FUS Y v X7 HIZFET 7 7
2V — (FUS, EWS, TAF15 D 3D % v 8 7 H DX
FroTHIToN)ILET 5 Lh 5, FTLD-FUS
13 FTLD-FET t &k 5T 5.

29 o R oL Iy, EFETiE, FTLD
AR X 7 3 AP SURCE S s & 9
2% Y, FTD Z bvFTD, PNFA, SD 24 744 7L
BIHAEBERE 2 WHE T 235 L LTHw o s 2 L% <
%o Twab, —J, HATIE 2015 FI1C bvFTD & SD %8
REERICEEND X)o7k, Jif E LTIl
PHEAMEE (FTLD) ol < 2. AT, il
SHIEIONZ D 2 H§ % bvETD 2 hicfig i L 7.

| swmemmmEmEDENE (bvFTD)

bvETD I3 HTEHEE & HBHEERT T CRBE O Z N EL,
AN 2 AT B R DR T, HEATE), RITEIERE 4 &,
D & MR AL L ATEN R 20 ) RAECTH 5. IR
13 1.61~4.1/10 T\ - SRR TP FEIEFRRNZ 50 i\ iE
YTH Y, FEFRIEORMIEICE W TIF AD TRV T
WO ek Tix, FTLD @9 5 bvFTD 139 6 #l% 5o,
F7HA4 TORTIRREDLE LY, Db 20~30%D%
BHITH 2 EEbNTVE. —F, bREZELT Y Ti#
T3 L A EsIFEBI Y, M SD OHIEASE
LELNTW Y. BRI IE AR —Tdh 248, FTLD-
tau & FTLD-TDP T& % Z £ BHIKNS Y, % &,
1998 4£ D Neary 5 D FTD AH#EZ I L 72 6 D TH 5 23,
117 1D bvFTD O KB a2 — b ZPEBLEE L 72 3& <
1%, 87% ! FTLD 26 L Twbod, 13%i3 AD

I WH L KBRKRPRFGEE R MEFRE S5 LoAdd KRG - BEEHRL > 2 —RaF 0o 328 KR

REFRF PR R FERRG P B 2 iz

214 CLINICAL NEUROSCIENCE vol.38 no.2 (2020-2)

0289-0585/20/¥90/ ¥ /JCOPY



|§1mnoormcg$

HRETMRE

néim\o/it FRAMOBRETHDELEZET 3 (BEE LCABZENIER
HE HIERI L YA DAIH D).
Il. Possible bvFTD

| Zif= L= £ T, ROTE/BAEIR (A~F) 0363 2%M7-7. %
-, ENG BN E IR EL RSN BELN DD (REIEEND
[EHA LD Li%ﬁ%ﬁiumé?ﬁi).
A. BEA S ORINFINEITE A-1~3D3 5 1 DIEHE)

A-1l. HEMICTEYRITE)

A-2. v+ —RHEEL DX

A-3. EEIN, REIEH), NEBRASDEN
B. BHASLOEELNL (78> —) £LEFESH B1~2055 1 2iddh

=
B-1. fEEIL (7783 —)
B-2. &N
C. BHALDBLRY £/ FHRDET (C1~2055 1 21@FHE)
C-1. MEDERPRIFICNT 2 RIGDES
C-2. HASHAREKPME & DR, £/ FABINRD S DED
D. %iﬂ%{o DOREEH, FRE, WEN/EXNETEH (D-1~30551>
1, Bl RIEEHE
B, Eﬁx_E‘Jif-ti{;sz‘tE’J&ﬁEb

=R
Enzﬂ; (E-1~3D5 b 1 DIERE)

éﬁr‘i
BE, BB -IXEIESE DM
AFICE 2RREIBERIE
FRI7 A7 4 —)L SR BERMEE MR- N7z £ TOEITHE
BE (F1~3 2 THE)
F-1. ZFITHREREDEE
F-2. ARMIcTEyY — FREMREEATVDE I L
F-3. HEXEICRZEFEREI RN WD I &
Ill. Probable bvFTD
WTFDA~C D3 DFRTHH-T.
A. possible bvFTD DlrE#E % 5573
B. BEEAMEETEZRT (NEZEDIKEH, Clinical Dementia Rating
Scale % 7z 1% Functional Activities Questionnaire X 37 T/RaEN3)
C. bvFTD ILFELAVEGNR (C1~2055 123 HE)
C-1. MRI &£7-13 CT ICHF5, AIBREA D/ & 7o I3AISHZERTH BB D EHE
C-2. SPECT £7-|& PET (C31F 3, BIZEZEA D/ X 7= (3AISEERTAE O M
MEIIRBOET
IV. bvFTD with definite FTLD patholog
UTFDAE, BEAIECEHIT.
A. possible % 7=% probable bvFTD
B. £#%CE&ICT FTLD 0fEBFRERR
C. FTLD OBMDOEGFEEZBL VWS &
V. bvFTD QBN EHE
UTDAZIEBAHNILVFTD ABESNS, £7- CHADHNIL, pos-
sible bvFTD A% L 1L LAY, probable bvFTD I3BE &1 5,
A. FERDPHEOFEZHEEDOHBRREBPLPEFZMNEETLY > E<HHATES
B. 1TEIEENBHEE LY > £<HHETES
G, glzl;“//vf TR OMBREEBREMRERT 2NAFT—A—H
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FREMIER I FTDC ¥ (R1) Ol D 6 HHTH
D, ZNFNOEMAFNCOWTIER2 ISR L7 1E3HI
b, R S ORI KANY, BB FUE & v o R
I RIER DS T 5. o DR % BT 2 BRI i3
B1 2R $ &9, RIHIEZ O b D DEEEIC X 2R &,
RIVAZE DR AL~ DM DFEE S 2 & LI Xk 2hERD S
ZEEZDEBBLYT LI,
1-%@%%®%®®V$

D (P8 =) FREBESS, C Bueh i
i#m®ﬁT F. OZfTHRERE M, W» o

| % 2 bvFTD DRIERD EFH

A. BED S OBRINHEIR L 1TED

A-l THEWICTEYRIT ABlE, % REREN

Bl

A2 [vF—PEIEELE HAICKT BEINEIN L S PEHEOR
DR | R, AW #ESTRETELRLY D
X2t <1TA, BERICHT 2 RETR
MRS

2ERICEABETWLCITA (IbEY
78), BRICIZEAEEZFICERS
175 (EZERS), AZS>RTAEHE
Er, EISNAERE, BRREPT
NTH, FHITFEOFRFE

A-3 [EBIK), fEH&H0, &
ERRIDE W]

B. BHin50EREDL (F7/5v—) £RIBERH
B-1 [ERD (782 —)] AZDNRT74—< > ZDET, #EKIC
RSB DR

B2 &S BRAOEN, RERCEBEEOEER

BOET, BARYEEGIFFRE OB

C. BHASDBLRY FIFHRBOET

C1 [MbEDERPRKIGIC hEDEE - KY - BEICHT ZER

NI 2 REDFED G, fbED O OEKCHFEICHT BF
HRER

C2 [MEMAHKERHE fthE & DRMICHONDEELD, 74
E DR, TLIFABRGE o3> %7 FDRED
M DR ]

D. Rfir ook, FRK, MWBN/EXNL{TE

D-1 [Hfiliz RIEEH1E] MEECNL, BEES, k%273,

EMEIRS, BRI WHEERBRYIRT

1%

D2 [#E#4, ®ENEL FEENNAYROINE, RE -7

I ERR A 1TE] MICRE-121TH%2T24F (BHE

HESE), RE-BIEZSHLTA

RLCHEEP 7L —X%#Y)RTITA,

RLABRO—EDFEZEYIRLETIT

A (- BEEHER)

E. OBERAYRITEZEL

E-1 [BERIFOZEL] HODOPHERS T DENDE DEFD,
HEDEY~D Y

E2 BR, BUAZIER B8R, MBHRECRE

EE DM

E3OBICL2ERE ATHAOICANSTE (BRLAARW

I ERIE| HOHERTEI L DH D)

D-3 [BREE]

W RAB ZncEENRS, o) 3 HEROKT
¥, TG (theory of mind) | DFEE EEZ 5T
22 Lo, HoB X OMEoLz2HD, T4bb,
fig O LIIRAE, BELEE 2R T 28 TH 2.
bvETD TI3W#IH & DR A S R Td 543, &
BINEGR 2 PRFF L 2 IS BB 2> © B 2 385k ¢
ZRODEEIN TSRO LEEZLNTED, DO
OB CHRT 2 2 3T E 2. FTHBERE X, A
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| ® 1 bvFTD OERFBEAH=R L
@ FIEEZOLONREE, FEERETICEIC @ BAESH0IHE
=, @ LB RNOWHIEE, @ KHEEZ~OIHIEE

RIS BT AT MR D REE THEL 2 LB A 51T
¥ D, Wisconsin Card Sorting Test % Trail Making
Test, verbal fluency, digit span DWilE % & DL AR
HCHS DI 5. BRI, EITHRE IS 2RI RIEE
Bz ay bu— LT 2HRETH 50 21, fhoRRAIRREE
VBHHO>THREVPRDOONI) B2 LEVIRTHS. 2D
AU A2 RIER AN 72 &t DRRRIBRRE DS LRI R 7 2 2 &
DEMBWO L CEETH B
2 = R )i B~ O R
SEIEOTUER ZcE ENn 5. RITHEAE 0%

BE OGN, BITHEEEBARA L T 2 RDBUK
DRI S 5. Z DR, SHURE D 2 v 12N EER
RS B R MY U, 2 O LB ARG 1 C SO
1, AL LD, MTOBEZ 2D F X BM S EBKIT A
©, HPOEHEZZ O D IETESE, HEICA-
LERDO T2 ZDF £vbw»hiia LiF 2 mEm &,
ViR A DEEDHR & N7 BRI IS SETIE L
% IEIN SIS 7 £ OREfR & L TBNn 21,
3 = U igF~ OB

A. BN ZRATE), E. HEGERL2TEAks I 0
CEEN S, BN 2 fTE)E, e S L AT
FTHOEDICR 2 2 L% wDs, FRICRIRICE 25461
LD, PIROT TG E 7% EDGRHT DR L\
B, SEEN— VRS T ENTTE TR DA%
2ELHWO AYTHRLL OB I ARTL £ 9 HUEH
Mz oM, HoeRgYZ2IFAL Y-t -4 E%
LAY 2 &) IO LA 7 £ D RATHIA
Lo s, CUSHEIR AfTEIZAL I3 MIEALE & o B
bEME T2,
4 = R FESEAG~ D PR

D. fRocry, W, mary/EA0 2 2 e £
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N5, 2o OfEfEE, MEEE L OB b IERf I N Tw 5.

ZWi I FTDCHHEICIH S L <79 . iR HLIx K2A 1
AN K9, BTEEES ISR AT o B YRR ZE A S 1A
TR NS, EIZKPEEIC R 228, MREWEED
HC I ETHEE IR 2 H T 5, RIGECE B E R (corti-
cobasal syndrome : CBS), {7 PE#% BRI (progressive
suplanuclear palsy : PSP), HiSHZER 7 LY A < —JF
(frontal variant Alzheimer's disease : fvAD) % Fj I
IZiE <. CBS, PSP & o#5ll ClItifeiz S n@EE T, (VAD
toEilcRraREEREOAMICEHT 5. £
bvFTD ¥ Sl EbEE 2 H o 2 T B RE 2 32 2
EG, FEERE ORI L 5. BERERES 9
O, WMEAJSHRNE, FEERE, BN 2 & OB 2 &I
X, FERROE & EEIERE O IORE 2 08, R ot
279 ZEDEETH B, WEPTHICZ U oSERRRERE 1%
bvFTD &FEELL TH H ZfTHAEL R 7241 %, phenocopy
syndrome of bvETD & W IR BAELTED, Ihd
B 5T B ED D 518

B IS OV TE, FRITEICBENHENICNT 2 7 VR Xy
SV E IV R VBAHSCRYREICIZEAE I E T VAR
i, JEEUREN TR E 22, WiRo k9 i
ZHEL, 2 OIEFITHA b HEREE Bk L b3 5
Yizer 7 #MATH 2 EDEETH 5. Hl A ITH 2N
DIGHEICH L TR ZE ST L £ 9 i oiEe, 78
DB R LTI > 7278 S %2232 Yl (BB
E) oI I EEMNT AL v, RN T &
AL, B ENOTLESCHEFITEIZFIH L, WAameh
SHrEvoHMEDE—HOTH 2 BEL IS
V=T 4 — AR, FEBICHATES K DBFITHL
THIATE NZER L Tw 32, 7 bvFTD O AL & AT
B R IFIEF BRI RE S, HFEBETH 2090 2
KRR EOSNRES BT 2 2 L% nity, K
BR800 7Ly F2V7% 8% o B2 R EE
L, HHRHEERHAENLY — E X DRt EoRiE D
BNTIE RS R,

EITHIEFRGIEREE (PNFA) & EBRMERRANE
(SD)

PNFA &, MBI Sylvius 25 PH (Fp 2588~ LAEE
ED ZlE L2 WEnEr, RGOS IERSEL &
T IEMERECH 5. MERFTRIZ B 2B 1C7R L. EREK
51 nfvPPA O BIENEY 1ok 13 5, TEEEmEEICBIT 3
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7.‘t > £

R . L | R R : L
A. bvFTD: ABA ORIEZE B. PNFA: Z 1l Sylvius & C. SD: AEM ORITEER]
DV EEREAINE BLONZEE FDENESE
B DRA
| B2 S&BDOESE MRI (TIWD)
k) & THEERATZAED BTN s %4k <h byl

2. R, FEEE, BP0 b 6T, BRAERE (ATE,
Hefoian, BhEha, s, BYfRGEE & &) PEERA (LB L,
BHERREC2BET 5 2 L s & 27 & THS sk
B, TEIHELTABELEDTT2? /& w - L
T DB, K, S%#Eo- K35 Tthbh, 20, Bl
XD, HFED, 2FHD, HD---] Lol BEICHERE
OBES R S NG, HKIERIT L IXTEA, AN, EiR, A
mewvo7igolEE L, BB 20827 72 b
DBEAR, FHOBENEEI NS 0y 71 —EEL S
LEHEETHY, S ERIE7F LY —EFFEE LT
TbhzZtbH%. 925 bVFTD D & I fr@kE
N R Y V[ A

SD &, F & U CHISHZERTS L KH O ZEDEL, HK
AEoEEZ P E T 25EGERTH 2. EE, ZEiEIIM
IEHER T H 223, Fol e &b Il b ZEiEatEiT 3
2LHEZ6NTED, LREMBENDD DL\, WP
HIZ B 2C 1T/R U7, TR RE I, 7Rk 2]
DA 13 svPPA DBIIHEHEY 12 351 2 WRFRREE & HGEPLAR
DEEETH . Ino2FARKICHED S L, ZDIRERER
RFEEZ . WPREEE R OFEETH L SO 51553,
SD TIEEHBE MR 2RO L » I LRI TH 5. HlA
1, TERhEE) oW T, TZAAY) Eev b 2HLTY
[(HdH, ZAVSTEIDTTD] R ELRIET . HGEH
fROBEEIZ, MNAZIEATHRY—FRUMZIHELTY
5 ZEMTERVI ETHS TR S, EITTIUL, fil
TR 2 S BT 5 Y 7 4 THIE L CTH RO
DR HEIC 7 5. AR E G T, HILARR P
bvFTD i A7 T By S5 23 5 dE R E i e fr L T B¢
22 BRI EEEGITH o T, KD S HIE
TR RITE R 280 2555 % 0.

FTLD D SARAER IR W c D W T L 7. b
L7&9ic, bvFTD & SD BfREEKICEENS X IH I
b, FEEBICHRE L ZZBoy—e 2FHOT £k o> T
W5, R R T OIEEYN T 72 RFEIE LD
W, MMEZR ST & SHMIiASEETH 5.
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