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BT EEAIEE Y SR HNAE frontotemporal dementia (FTD) & & S8 HIEEE L M fronto-
temporal lobar degeneration (FTLD) & MAH& = (3

IR
FTD £ FTLD X LIELIEAEEE L TER S W31 $ 51, FTID Id FTLD O T A EN—k
KRERCHFEEINS. FTD & FTLD OREBEFME S EZLTH 2 (JL—KEL).

FTD $aiBH%E & MBHSERT T IR ZE O T % 35 < IE Alzheimer TUZSVESR B & 17 979E 5%
BHCTHb. 1994 o The Lund and Manchester Groups (& FTD ®D#KR B X O EE
FIBMLME LR L7z, ZO% FTLD &) BErRiE s /. FTLD ez iy
Mt LTHwO N, ZOFMAaEE LTFTD 2MUiEDIF 657z, FTD & FTLD O
RMELENERDLE TH L7720, MBFEXLXLIIFAKZEL LTHH SN SGE605 5.

I G- TIET X

1892 4E2 5 1906 -2 F T, Arnold Pick \ZRTEEZE & MIVAZE O F W 2 FEiM I L % 55k
B S 0 KGR 2 S 2 — O RERI & iy L 72", 1911 4E12 Alois Alzheimer 12 & 1) HE41
PRSI N AR (Pick /M) 25508 S 41, 1926 4£12 Onari & Spatz 2 Pick Je & fv %4 L
727, 1980 RIS A Y, LBk & S FE ORI BRI O BAVEATEH S5 X )10 ko TE 7
A% x—F >~ ® Lund & ¥ [E 0 Manchester @ 77V — 71&, BE OEEEF & 60 FILLEOH
BBl OB 2 N — 212, FTD ORI Z WA & oiRm B2 10 Wk e 2 42 % L 727,
FTD DR Z WM IR RIS N T & 72 Pick WO BRBE 2 1ZIZEA L TW5 (CQ
8-2, 320 Hz ). MRREFICIE, O ArBEIELPER frontal lobe degeneration type, @
Pick #! Pick-type, @ 3EBj= 2 — 1 > HER motor neuron disease type @ 3 B 73HH &
MTW 5. FBEEEAVEA ST B EE & S LR 7 50 00 B B TR AL (B A & AR BE O JEAE
B REFT RS SN S. Pick BUIRTHHELRR OB ESA L B L TV 525, £ D9
EORIEFHR AR ATEY, Pick IMAR Pick MifdsA SN 555, ZOH5HET
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BN ZEDLRWFADLEENTVS., EBHj= 2 — 0 VHREENIARIZ Ui ST
&7z [RBAVEZ LD B = 2 — 1 B % - S8 | IS L, FHe R
CxF ot ¥ BB ARSI A SN S, 2006 412, Z OF AKRD I 25K 50
TDP-43 5 7% % Z L AVHIHI L 72,

L2 L, JEEBEASHI B DB BHSEE AR Pick %725 FTD O3 EEFNTwih o 7.
Z 2T, 1996 4£1Z Manchester @ 77 )V — 71%, frontotemporal lobar degeneration (FTLD)
EWVIOBEERIRE LY. FTLD &, KiE2EHRIC O MBEZE D 5 W id Sylvius 2% P 0
IRt ZEMRE 2 SO R AE SRz BT HE L LTHwON, TOTaEE LT
frontotemporal dementia (FTD), 47 14 I i 15 1% 2% 5% progressive nonfluent aphasia
(PNFA), EBRYEFRHVE semantic dementia (SD) @ 3 27253 1), FTD 1& & & I BARIER D
5 PR disinhibited type, MR apathetic type, 7% stereotypic type @ 3 Hifl (2
SHEEINTND.

1998 412 Neary 513, FTLD o 3 BRI O BRIKRIOZWIIEE L5 L T 2" (FTD ORI
BRI OV TIE CQ 8-2, 320 HA ). PNFA X, ZMoFrE A & b5 ol 4
PAZIRED A S, IR ITE DRI S FREEE DSR2 5 4l 2 8@ U T H LD 003
BWTHY, TNDAORIMBERIIERN L RN TS, SD T, ZMBAZER A
FICEE SN, HOW S &M 2 8 U Co 2RI ERE % (530 BRI R 0 5
WoRERE)TH Y, DS ORARRRIZHEWN X (R Twb.

2000 4F 7 B IZBfE 2 172 FTD & Pick OB ML D720 O ZHETOR 2 b &
IR SN2 BR &R BL O Z Wi L #E DS McKhann 512 X D it E T w5, SEEEmIC
&, F OB AREET L 3FE(EIEBILTWE2 70T AV 7+ — 28 X0 538D,
IR B EEOADOR:, LEXF VB - ¥ 7B ARSE AN LB GERj =2 —1 ~
HKEZHEIDDOEHEDLLZVDBD)D5 AT T =125 IR TV,

L ® FTLD ([ZB3 2 MfEm B, 70 FE R EREIE% L. 2007 4212 Cairns 5
i, PEROPERBICEZ T, HREIN T A EHOPik%E W2 FTLD O 5% R L
727, 2001 40 McKhann 512 & 2 508 % 512, i vHifk, HU TDP-43 HifkRehi= 2 —
0747 Xy MuREZH, 7R RIS VA8 F —, TDP-43 Btk 27”9
\d TDP43 7u 74 /) F =L L Tnwhb., ¥ F—TIEIMHALTEITDOT AV
7 F — AWM (F T HABNERBAEEREAT, CumiN 0 K9 M/NER A EEE 3o/
H530% 3V =177, 4 D0FTHLD 4 )=y 7 LIER) ZHLNIGEEINTE
D, HEATVERE EYERRI progressive supranuclear palsy (PSP) %2 A iz & R A% ZE PEE cor-
ticobasal degeneration (CBD) & & F T\ 5. PSP % CBD l3#liF BB ESTATH 5
A5, FAHE (CQ9-2, 333 HB LUV CQ10-2, 339 HAZZ) THIET 2B H 5H D THEEMN

2009 412 Mackenzie 513, ik OHEAR % H5IZ FTLD O B2 1 M o 3 72 7 diy
LERRELTCVD, ZORIEFHRL TV RELENZ FTLD ORI 50T,
tau-positive FTLD i FTLD-tau, TDP-43-positive FTLD (¥ FTLD-TDP, NIFID (fjif#
MRLP B RGAE RS A FR9%) 13 FTLD-TF S L3RS 2 b D TH 7.
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1 DFRBICEDV: FTLD ORENDHEE

HARNIZERLTWDE I A7+ =V FEAEOGTIRBICEOWTKRELL 420773 =I5 L, FhicEgins
PR TSI RL .

FTLD = misAMIBASEZ M  TDP=TAR DNA #4411 ; FUS=fused in sarcoma ; UPS= L ¥ F v -70 577V — 2%
3R, 4R, 3/4RTau=3, 4, 3/MAWMNEREIVE -2 EHTL5TDT AV 7+ — & MAPT =HUNSFBEEA & 7 #(n
¥ FTLD-U= 2 ¥ F v I AR %2459 2 i B3 2 15 C, &G Tl FTLD-TDP & IfiEh % ; GRN=progra-
nulin #1=T s TARDBP =TDP-43 itfs ¥ ; VCP = valosin & A & i {s ¥ ; FUS=fused in sarcoma #{x T ; CHMPZB =
T B4 5 22 AR 1 2B 5+

(Cairns NJ, Ghoshal N. FUS: A new actor on the frontotemporal lobar degeneration stage. Neurology. 2010; 74 (5): 354-356)

FUS (fused in sarcoma) DEZH A FTLD O—ETHA NS Z EAH S0 Z% Y, Cairns
SIEHARHICERELTWD I A7 1 =)V FEHEOGTIHHEIIEOVWTKREL 40D
FIY—IZHHL, TRICETNAEEEZ TUEE LTRIRLTWS (K 1)7.
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®RERX - ZEBICLEZREH
PubMed (H% 2008 4 12 H 18 H)
(“Frontotemporal dementia” OR FTD) AND (“frontotemporal lobar degeneration” OR FTLD) AND
(definition OR pathology OR difference OR differential OR different) =99 {4
EHGECIRT T v AL 25 LHIEHS D b e h o 7.
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CQ8-2

BIEERIZEEY SRANJE frontotemporal dementia (FTD) D2 M E# (L

HE2E

FTD DEEPRAYSSHIAEE (X 1998 FED Neary 5D HDH —MIERAI N TH Y, SEORIEAIEELT
MEFE frontotemporal lobar degeneration (FTLD) M ##2RIBFRIDEE(C1E Cairns 5 X Mackenzie 5
DHDOHH B (Jb—F C1).

KK D1 T7 TR JEIEE DM % 7R3 JE Alzheimer BFRANEREZ FTD & L TEHE
MIZE 52, 1994 4212 The Lund and Manchester Groups (R 72 & DN HiRE R B 1Y
B ILHE 2 HEIE L 72", 1996 4E & 1998 4E1Z Neary 513 FTLD OBk 24_EB L, 20
HC FTD OBFZ M 3#E 2 %5 L72>Y. % 512 2001 412 McKhann 513 FTD O ER
BB ZIRE L TwaY. LA L&At s FTLD % FTD OB RIS
TH Y, MEIHIEANZW & Is LIRS EENLETH 5. EEDOHFHEIZF AR
(LR TR % R — A2 FTLD O f#%5 BLA% 1 55 W7 5 0 YT 25 2007 4 Carins 512 & -
THERY, 2009 4E121% Mackenzie 52X ) Fi7- A fr&EdIRESNTVSE.

@S- IEF>R
Neary 513 FTLD # FTD, #47P:IERING 1T 9:5E progressive nonfluent aphasia, &Mk
FRHE semantic dementia @ 3 RN HH L, ZRZNOERBHIEEZ B L TWEY,
112 FTD OBRZWEED R 2R
34 B> FTLD O#HIBBINC & A3 TlX, Neary S DOWIRZHIIEHEDEE X 85%, JF%
B 99% Th oz b i shTws”.
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5) Cairns NJ, Bigio EH, Mackenzie IR, et al. Neuropathologic diagnostic and nosologic criteria for
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MREILEHESNTEOREE Y, BELSHEEORBZRAL (DBEELERTHD. NE, EEWEEN, 74, LR
Wo IEERERANERE X IEH », EEBMRIFICERAEZN TV S,
1. Fi%é 5 32 Me4EE BRRZENICIE TN TLE) 2. BOERE  BRIICERIEN #5N2DICH
A, BITHEORELRELETDECES6PAM PrHL5T, BEOMETIIIER
1) 3. FEEMY - BEBERMEIRARE @ RisEZE O AIsEER
B. e ABERREM#IETIENIPRAPSET FETOERENTEE
C. BCTHOZEFINrRE» SEE M. FTLD (@7 2 #EFEH
D. RIEHEEH 581t A. BSRLIAIDRIE. HE & 5 2 WICRIEDKIEE
E. RGP R, SEER »H>
I. f?*ﬂ’]ff—rfﬂ( B. KRR, FRMET & BHEME, ARIRMETRIMEINE (—
. TEIREE NDEFICASNZDEH -1 —OKFBICEEL
1. BoOEEREREVODET FEIR)
2. 1EHIFEE & ZEMED RN V. FTLD IC#@ 9 3k%4118E
3. SEEMEHIFEEERE - ITV) A. RRECEBRIKRFTR
4. BREBEECREEFOEI 1. BIEMEREHIRADRIE
5. Rf & ERMNITE 2. REICEE L ZEEIME
6. EHEDEBMER 3. WL 5 &5 NhBEEDETAE
B. ®BEELEE 4. TEWG RYHEES
1. EEBOZEL 5. BEDEHKME RV ERRH TIMER 4
a. BRZORD, 5%5%.‘0)%931% LA
b. EREMEE(ZARTLE 5 HVIRE 6. IA7O0—-XZX
2. BRIHEE 7. REHEBREOHNET
3. REBS=E 8. /I\BMEEBNKER
4. 1R%: 9. BT —X
5. 5 . BREMR
C. BFHEIR 1. BNEMR DB LD BADORRERN £ /- 131868
1. FEiaREt FRZEX, CT X MRI TOZEMEDRE
2. R% 2. KEMERECREEREERET 2RET —
3. EH), FERl, IRE 2 (fl 2 1E, ZRME(LIE, #8355, AIDS, B
4. B TARE £ ME AL ZBNR)
D. #&& V. FTLD (C#& ¢ 2 R & kR4MIEE
1. #RDEZORE  BELRT K& NE A. BT IV O —IVE D BB BRI
LB R YUHBEEN VOIS, FITAEEERE B. #ftsMmE
RETCHEELEEIAS5ND C. MEMREDRE (] 2 EBOE, BRMERT)

[(Neary D, Snowden ]S, Gustafson L, et al. Frontotemporal lobar degeneration: a consensus on clinical diagnostic criteria. Neurology.
1998; 51(6): 1546-1554.)

frontotemporal lobar degeneration: consensus of Consortium for Frontotemporal Lobar Degeneration.
Acta Neuropathol. 2007; 114(1): 5-22.

6) Mackenzie IR, Neumann M, Bigio EH, et al. Nomenclature for neuropathologic subtypes of
frontotemporal lobar degeneration: consensus recommendations. Acta Neuropathol. 2009; 117 (11):
15-18.

7) Knopman DS, Boeve BF, Parisi JE, et al. Antemortem diagnosis of frontotemporal lobar degeneration.
Ann Neurol. 2005; 57 (4): 480-488.
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BRER - BEBILLEAZREH
PubMed (% 2008 4 12 18 H)

(“Frontotemporal dementia” [TIJOR FTD[TIJOR “frontotemporal lobar degeneration” [TIJOR FTLD
[TI]) AND (Criteria OR diagnosis[SH]OR standards[SH]) AND Review[PT] =117
EHFETIRIE Ty R LR LEIIAO S o7z,
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CcQ8-3

BISERISERY SR A07E frontotemporal dementia (FTD) (Xt 4 2 B & B EEIL H
5h

IR
FTD OfT8EE 2 XET 2 B CE RO b= > HEY) A ABREZE selective serotonin reup-
take inhibitor (SSRI) DfEAAHR I N 3 (FL—F C1).

gus - BEm
FTD IZHRMIEBERECH Y, TOHERBEL LR TH 5720, EWHEOBENI D .
BT, SSRIA*FTD QBRI WIRATE), SATEIRE IR H 5 & OGN L T
W5, TRHOMEIBLRRBRTHY), +0hTET Y ANDH 5 LIEEVEHEVON
HIRTH %, FTD KT 53 v T AT 7 —EHEH cholinesterase inhibitor (ChEI) ®
AR OWTIE A —E L T,

PEs-TEF X

FTD B#HITH 3 % SSRI OGS TiL, 1997 4D Swartz & O I, HHELZ R T H#H
HHLEI L L ALNED Y, AT o7z DWELH LY. AITIE FTD 0K
BATE), WIATE), SREMFRAIC SSRI BEMTH - 72 & DIEBIHEHDH 5%, Lanctot 5
¥, PET # W74 T, 4 1 o i GE I B 32 4 4 JE frontotemporal lobar degeneration
(FTLD) B3 TiZ 10 BlOx U AR TR OEFIR T 1 + = > 5-HTi &AM Gk
PHBEIET LT il L, SSRI OO —> oMz Rk L 72",

ChEI A IO W T RRA—5E L T iaw™ . ChEI 0 351 % &8 3 5 i
2, B OBLZ R L7228 b H 0", ChEl o5 12131 E £ 233 Tdh 5. Swanberg
1%, PLNMDA FiHi#Td %5 memantine & 5- L7z 3610 FTD BE TIXEREITEI25%
L, HRCHEEN, BE, AR LTHESTH 22 LTwa.

i, FTLD & FTD ORHECKALE:, HREBICEOS W5 BOMEORBICHT 5 L
Ea—dA5NTVE, ZOHOWL D02 L FICHAT 2.

Huey 513, MMEEWE OWANIEH LCFTD OB T 2 CHtL €2 — &, 178)
BT B DED X ¥ EN 2T -7, FIDEFZ TR b=V & PRIV RD
WA LNDLDS, TrFha) yRIGHBEHREIZNTWS, P D3IIITE R 2 A3
T 505, S HBETHREZ BV TR VREHRETHS. o b= RICK
BIEHITRFETH L LG T 5205, RARBOUWEEH I 2w EREL TV 5.

Boxer 513, FTD IZBI# L 72 B FATEIN 3 2 6 HEREICOWTLEa— L, E6I12F
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KD EHERRERO FIPECOWTH R L TV DY, B R A8 Y) 2 947 B4 120 LT
(X F 9SSRI MM S b, SSRI TRIRA 53 = B3 IR @ BUPURG M SEAME S 1 %
A, HEFLRDL . ChEI BADRRETH 2 T EEYLHESELLoWE D H 55
FTD Tida) Y Ro@Ad %z, EREELI L 0HE H LT, ChELIZV—F
NI RETE RV, BV OFOBEIIKH LTI SSRIVARTH 5. LTI
IR R GURS R SE AT UG 3 2 Y5 5058 5. BURE A Tld FTD O RBAIBERERE & 2 03 S &
VE AE SIS

Caselli 5OV 2 —TIEUTO L) RSN TW2Y, FTEIRE IS LT, O &
1% © ChEI 2N EEA Y. @ b © AR 2R SEANE 2w, M 3R 355 I HURS o 3 2 il
ALTH Xws, EEERLHEHEOK T ZESELDOTHEEVSLETHL. @ ) D :
SSRIDVHEMTH Y, L X CHMEZEDLI LD H LA, L 2 WIERITE R% % REM
sleep behavior disorder (RBD) ## X452 b H 5. @ A% : ChEl ofk5 2 #ZE L T
v, ko b= UEEMERIA L ES ER O L X113, DROIEEBPUSHREORS % EE
5. © MG LR, 28, BB & X3RO 52 EET 5.
O~ F— VO ERYUSMREII NS —F vV 2 X AR BRIV AF AV T 2HR LT
W IEIRBEE IO LT, © B2 AR @ B E R O MRS % MEIR IR R IS H 2 5 F
L7-& 125545, @RBD @ AIRKIZA®ED 7 1+ E 84 (0.5 mg 225G 05 %
FEXEEITRETHAH. HHLHEICH LTI, OE#=a—a X RAZEHLTW
5L EITF) VYR, AR L CIZIHREBIREN S 42 E BT 5. @ JREEE
(&, FRIR OWAT TobsEPEBEE & SRS T &, WirE TSR Z, BETIER
MRS 28a) Y#EGFF T T7F=y, MvTa Yy 2545, i, 210
KBEALT 220D 2D, £ IZBERIIEFOHFELHIRE OB REEFETH %, Clinical
Dementia Rating(CDR) 28 1.0 & 72 o 7B H B B Ol 2 RO S L HETH 5.

Massimo 5 i, BAED FTLD OEEFEIIIHERLETH D, BRI X AREELZEZ
55D RIEBBEERELRNEL 2V ERKRLTWEY. IR - A% - EEEIL AL
NBH, Thbidtn b=Y 5-HT, ZEROELTICHEHE L TV A O T, SSRIZHH LD
WERH L. WAL T b= OREWRT NIV N UNEHTHL LWL H . B
X L CIEBURE MRS S h 2 28, SERSMBERSF O R EFRIER T 5. ML 7o
RN VNI B VEOPEMEE LA S NS, FARY VD ChELZATE) I Tl S
globw) e, Bl EL ) HETDHS.

Trojanowski 51, 2007 4E~ 4 7 I THE S 72 FTD OFEAIHBICHT LT —F v 7
TN—TOFEDOY <) —Z ML TWBY. FTD O k¥1E TDP-43 Fu 5 /) /8F— &
FIANRF—THY, ZNOLDRAX N = AL EZENE LI2EHORESLENE. ¥ T,
yodr—¥, BT av sy Ny, ACFFrTUTT Y= LR, BHIEEOME, M
INE R B E S DK, MR IREERESEICOWT, WRMED D b EREEANZ B LTV
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BRFER - BBICLEZREH
PubMed (3% 2008 4F 12 H 18 H)
(“Frontotemporal dementia” OR FTD OR “frontotemporal lobar degeneration” OR FTLD) AND (phar-
macotherapy OR “clinical trial” OR drug OR antipsychotic OR medication) AND (Clinical Trial[PT]OR
Meta-Analysis[PT]OR “Practice Guideline” [PTJOR “Randomized Controlled Trial” [PT]OR Review
[PT]) =91
PR R (B 2009 45 1 H 18 H)
((((CeWpses:/TH or HWpeis/ AL or 3 iEHE/AL) or (3EM/TH or 3/AL) ) and ( (FRHNE -7 BEMBERL/ TH
or B BEMIGAA ZR40%E /AL or “frontotemporal dementia”/AL)or ((RiSEMIGEA! /AL or FTD/AL)and (G221
it/ TH or #8%UE/AL or #ik/AL))))or (#10 AND (SH = #&¥9#:) ) ) and (PT = &iebkbi < ) =146 1
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CQ 8-4

BIEERIZEEY SR AN7E frontotemporal dementia (FTD) (Xt 4 2 B G IEEYAE LS
»H>dh

i £
FTD DIEBRF £ 5% A - NEERE, THREZOFREMREI/HESIN B (FL—FC1).

pE=- BN
BB E AR 20 FTD 120 L ORI 2 ik A S L Th 8, BT
ARG e IR E OB b e\, L7ado T, FTD ORI ek % BUR L, {8
B DIRREIZIS L7308 7 0 & 7 7 DI ZAT) & & Askd S NG, HMORBE FIF L
FATIRE T 70— F IS L D, BEE SO QOL O¥ k 4 #H O FURER O T
PR ENTV 2, TARIETY A0d 5 LIEFE-.

P@Es-TETX

FEHEEIRCATEY R E AT 5 1220 FTD (&, B, & FATE) (K22 4T - #FE
#<mMﬁ@$ﬁﬁﬁ£%Q;QW%WWWD%#r%%#%&%hé.~ﬁ,M%uu
SOIERE SR M A E I H L e SRS OFEBIE, Alzheimer % (AD) &t 22
HHE & OEHNCEE 2727 TR L, FTD OATEIREICH 2 Bl %2 7 C5 ) 2 TH
EETHDLH., TNFE TV L O OIERHE TIRATEIRE S5 2 EHRIRIE23HE S hvTw
B, ZEBITORGH LI Z L VWESbED 2550,
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(CCCCCCCC(("Frontotemporal dementia”)) OR (“frontotemporal lobar degeneration”)) OR (“Picks dis-
ease”)) OR (“Frontal lobe dementia”)) OR (“Frontotemporal lobe dementia”)) OR (“Frontal variant
frontotemporal dementia”))) AND (care OR education OR burden OR support))) AND (((((((((“Fronto-
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dementia”)) OR (“Frontotemporal lobe dementia”)) OR (“Frontal variant frontotemporal dementia”)))
AND (care OR caregiver OR family)))NOT (genetic OR genetics) =119
gk (3 2009424 A 4 H)
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