8

8 . BSEMISEEZ I

gl

H B BHBEZE S frontotemporal lobar degeneration (FTLD) (X Pick J #2580 & L, F L L
TS SEE L, WIBHEE & MBHEE 2 b 9 2 MmO & 1 - i & 0, FWLATHIR
WORAHEIR, SREREL LR L T 5 #ETMEOIE Alzheimer I TH O, AEBH I ATEIRE
R REELSNC L, N=F Y = AL EH = 2 —n VERZ I U LT AL OFEE
DOEFEEZFED ) 5. FTLD O#&E, 405, 7SI LEEND Y, JF Alzheimer BIFTIAZEZ
PRI, ATSHZERIGEAVE £ v ) HRESH O S e H o 7e.

<

BRPRAY 4348

FTLD &\ 5 HFE, WEEN S L I EEMNICHEEZR D W IESN o3 L Tlib i,
BRIRFZ W44 & L Tl — R ATBE M BH AL ERANJE frontotemporal dementia (FTD) »3ffibii s & 9
Yoo bh s, bHPETIEEERRZE L TFILD BHRHSNTH Y, Hi—MHER5 <
HETDTA FF A4 v TRERZHOA D46 & & T FTLD ZHA L 1.

FTLD G ERARIER &0 &, Wi SEATE O 254 2 F48 & 3 5 47 8h 55 20wy 58 10 58 2 3R AE
behavioral variant frontotemporal dementia (bvFTD), MIBEMRZ © CNZHpy - FHIBEIAIZ E D FRJF
PEZEM % TR L T 2 BERIEREAE semantic dementia (SD), ZEfEAL T Sylvius 22 )& PR O BR R 1%
Zin e 2 5 ATV TEJSER progressive non—fluent aphasia (PNFA) @ 3 B R 7> &
5 (E1). FID £ 9 MEX, bvFTD, SD, PNFA ZWiE¥ 2 ERRZHi4 L L THY b1
TWa, KEHED L AIGEIZOVTIXCQ2-6 B3 H) BRI fcw,

272, FTLD Tk, B S—F vy =X a8 =2 —n VIERPFED 5 5. EH
=a—n HERE S LR ANEGES) = o — v o B FT 5E ) B8 A R A frontotemporal
dementia and motor neuron disease (FTD-MND) & FEIEd15 .

REZN S E

FRELF A ISR 27 ) 7 IR R E OB E G E L THARYERT 2. #HAKD
FHEMERN E L T4 U &M, TAR DNA-binding protein of 43kD (TDP-43) #&H, fused in
sarcoma (FUS) BHEMFEESNTH Y, FHHFAWGHEE L THC AT (B2)Y,

2V EHIMNEFEEEAD 1 DT, CRMMNCAET 2 UM HBOM Y & LU
Y, 3V E—PXUEAL4Y) - FRUEIICKRHIENG, 24 F=IE, ) VERIEX
VEHOREERPEELERTF EEZONLEBROBRIFT, FILD TZ U AR F—RE
T % BE1X FTLD-tau & MEIE# 5. FTLD-tau (213, FI3 YV E— b XU EADVERT 261
(Pick %) & 4 ) ¥— M XUEADPERT 2 0] ORBR R NE, AT BRI, TEHUH
FREZHYER L) DD 5.

TDP-43 & & FUS &M1&, TCBNICHETEL, LIS, 27542027, RNAD
R EL e EOL R HEE® § ©. FTLD TIX TDP-43 &H, FUS&EH E b 12 L
L, MR TEREL TU 2T APEBIZ SN, 2N ZN FTLD-TDP, FTLD-FUS t 34
L. BT 2L CEREIE, CQ1-8 (16H) #ZBancw,
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RN HEERIEBZN2EEDRER
3R T & 5 2?, byFID T & 3 % UL | #3 FTLD-TDP, PNFA T (% I 70%%3
FTLD-tau (PSP, CBD, Pick#%), SD Ti3#J 80%7° FTLD-TDP & O#i52H 5.

¥

B

LW ELHE X CQ8-1 (266 H) IS NIz, ZWiEHE 21X, MRI, CT % Y O & E (%,
SPECT 7z FOREBEE{G 2 H 2 2 L b AR I N TV 255, TEIRE LB MGEIRD 2o (2 H
GRS FEHEATTRELIES] b L I BT NEThH .

Tk &
WK TiX 30~50% 78D 5 —7F, HEATIRIEBEA LD L., ZREEHEOLEICE, 4 UE

b

TR E R AT EERI TR B SR AN AE
behavioral variant FTD
bvFTD
BIBERIBAE R AE = 2 s
lobar degeneration D
FTLD
EITHE IR 1 KR
progressive non-fluent aphasia
PNFA
1| ATEARISAEZE MIE (FTLD) O BRERHI 558
BISARIBREEZ I (FTLD) J

l l

%% 13F — (FTLD-tau) % Rtk FILD J
@ 3R & 4R-tau [ TDP-43 It M TDP-43 et J

-

i

e om oD
PSP NFT-dementia
AGD FTDP-17
GGT with 3R & FTLD-TDP FTLD-FUS FTLD-UPS DLDH
FTDP-17 4R-tau (NIFID, with
with 4R-tau BIBD, CHMP2B

aFTLD-U) mutation

B 2 | FisERITEEZEE (FTLD) O @i RE R N9 5E

3R:3YE—F, 4R:4JE—, CBD: KBMREEEREME, PSP ETHEK EMRME, AGD : EBIRENMRME, GGT:
7)) THBERREAKSY T XF—, FIDP-17 : 17 BEREERICEH LA —F > VXL %245 sTRMELBAE, NFT-
dementia | HERRVELCEEZFIRBAE, NIFID : HEMLUEREET « 54> bHAKRK, BIBD : FIEEMEH AKR,
aFTLD-U : FEEARIEY FTLD, CHMP2B mutation : B %R ZEMAEHE 2B(CHMP2B) Bz FE R, DLDH : HBFHICHEER
< SRAE

[Lashley T, Rohrer JD, Mead S, et al. Review : An update on clinical, genetic and pathological aspects of frontotemporal
lobar degenerations. Neuropathol Appl Neurobiol. 2015 ; 41(7) : 858-881.)
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FTLD DERBRAELIC IS U /- RS HFT 20

FTLD o 0 BOIIBET K ZOLE 100
B PRy B [ J
PSP CBD Pick & TDP-43 TDP-43 TDP-43
Type A Type B Type C

3| BRRREEERRERRE & ORR

(D'Alton S, Lewis J. Therapeutic and diagnostic challenges for frontotemporal dementia. Front
Aging Neurosci. 2014 ; 6 : 204.)

{ZF, TARDBP EZT, FUSEIET, v 5=a) VEETRECEREPRO» T w5,
Corf72 BInF DA v brr 1 ND 63D R LR OREMEL, WokTERIBHEDS
WEETH 255, HARICI T 2 HEE RS TE.

al

FTLD 3 H#EfTHEOEMHEETDH H, HREB 2B T & 2 AN LHERTEIRHAETDH
b WRAHEEHEEL O 2BWITES, FEICET ZEHE L O 2 IO RRBINIEG R
FAZENMO ICREE Lo T 2. HZEHESLH KT L EDOEE) = 2 —n VIEIRZRTE S
, HRAERHWTREEOHRBICHIEET L. S—F vy =X2kRL, BEZHYRTY
Fbdon, VRN ASBENL, RVRENPENTHL Z EL0.

I ek

1) Lashley T, Rohrer JD, Mead S, et al. Review : An update on clinical, genetic and pathological aspects of frontotemporal
lobar degenerations. Neuropathol Appl Neurobiol. 2015 : 41(7) : 858-881.

2) D'Alton S, Lewis J. Therapeutic and diagnostic challenges for frontotemporal dementia. Front Aging Neurosci. 2014 : 6 :
204.
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Hij A {0 55 35 28 P 4E frontotemporal lobar degenera-
tion (FTLD) D2 W DA > b2 Wy ZE U1 Ar] 2

o=

AISERISEEZME FTLD OB H T, "ibﬁiﬂﬁﬁiﬁﬁlﬁﬁﬂéﬁ%ﬂﬁ behavioral variant fron-
totemporal dementia (bvFTD) @ 2 Mf (& 2011 £ IZ 2 I8 ¥ f 7= International
Behavioural Variant FTD Criteria Consortium (FTIDC) BE#%RHW3 L2 RET 3. =
R ESRHNEE semantic dementia (SD) D2MilE, KEIZOWTIE, 2011 FIZRIBEIN-E
REETERBEDHRKNZH IS ZSRII L & HIC, 1998 FIZRIBEI N BEKIERM
EDRKRNZHSHZAVWSZ L ZRET 3. [ B |

fa - TET A
FTLD &, BRRACATEIE R grsd BRI FRAE (bvFTD), EERMEREANE (SD), #4TMEIE
Tl 1% K FRIE progressive non—fluent aphasia (PNFA) (Z7p4HS 115 (264 H - B 1), JREHEHE (<
X bvyFTD t SD A AN LN TV 5.

1. bvFTD O HE%E

Rascovsky b (2 & % FTDC i (1) #6415, FTDC #EHEDEEE I possible 93%,
probable 80% T & Y, possible & 2 L 724 B O [ £ HY H 31X 90% b it L T v 5Y. %1
Harris © (%, FICHEFEFER 2R E L ICHIZEIC %0 T possible DBEFE 95%, HF 5L 82%,
probable DB 85%, HHHE 95% L WY L TH D, Z OEHEEESE.

E B TEGNE Alzheimer BIGRAVETH Y, Lewy MERIGRME b —E0E A TEHE N LY.
FIDC ML L » THRIREP XV TH 202 L T THL O 2 EHIT 5 2 LIIRETH
5.

FTDC #:# (2 %5\ THE M O —H = # /R T k fH (3 possible T 0.81, probable T 0.82 & &
<, THIEHE T, BEHATE), #@z%’ﬁﬁ‘[‘jﬁz}\@kﬁﬂ B - EEME, DEEmo—3EEE
{0 (k=0.61~0.80), MERI.L % 7O, ZBATHEBEREE O — BRI SEE (¢=0.41~0.6)
&,Tﬁﬁﬁu;of¢%ﬁﬁ%aﬂ

R ROR#IX CQ8-2 (271 B) IR NIcwv, FIEBEIZFCK TIX 30~50% 2789 %
—77, HRTREEAERD LV, REWOWEIIE, tau 85T, TARDBP &{n¥, FUS#E
2T, progranulin AL T 75 E\ZERP O 5TV b, Corf72 BIZTFDA P uy 1HDG6
WA DR LYV OREMER, WKTRROBEEDOSVCERKRTDH 55, DV ENII T 5 HHEE
3R D T,

2013 4 RS 4172 KRS 1 £ 7 42 (2 & % Diagnostic and Statistical Manual of Mental
Disorders Fifth Edition (DSM-5) T (%, Dementia £ > 9 H & (2 fl 5 T Neurocognitive
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Disorder (NCD) k5 HEEPEA S 4172%%, FTLD & major or mild Frontotemporal NCD &
L T Behavioral variant & Language variant \= KBl ST 5. 2 LT, BIEOBMIELEL L
T, 3ZHHRD FTDC EEPTRFS N T 5.

2.SD OZMBELKREFOEH

Gorno—Tempini & (= & IS TUX, FTHETMEETDHL I LEBML, KICEHORE
o O EREL JRRGIE/SCER, v aR=y 7%'@#7 SA TG T B UREED O AR
7SI CQ2-6 (33H) &ZM). SD REMREOKLFTHZET 5. Lo L, GUEHEENOZEE
275 SD T, MENCIIFEERELEDNOEREE (Bilof 4 EEY S50 BT 5 BN ERE
%) DHIYOBIRITEIREEVPHIZLOYELH D, MHD@ SWTEHEIZ Elk o vt v A
bt v, REEROBMEET S, KEFEORBIZ OV TIX 2011 F IR\ i
Gorno—Tempine O semantic variant (B3 2 FSWrAEEZ IO Af1a L L b2, ETHEFOH

IIRDA I E K, KB L B IEREE 2 AR ”'\[iﬁ’d*% Neary 512 & 2 HERH H O
ZWEEY PHIE TARE L 5TV A, 2 TIRIEEERC LRI IRT (R 2).

= 1| TEHEERAERERRAE (bvFTD) DB EE

| . BREEESR
(1)bvFTD DBUTEEL H/- T IZIEUTOEEZRD AL E L IFAL,
A ETHOERETEERABEBZOMAEZLIEVITNI—HE2RDS, b LBRE(LCA>TLBAD
S DERER) A OHERTES.

Il. Possible bvFTD E#% 7§ 729 IZIERDITEN/RBAELER(A~F) D 3SEEU LR DR ITNIER S L.
INSDIERIZERD LCIRYERELTSY, B—b LZENBARY FTREWI EZ2HRTEREN
H5.

A BHOBRDEITE (UTOERAI~AI)DIbOLTIL 1 DEFHT)
Al HEMIZREYRTE A2, LECYF—OXRM A3 BHNTESIPCEBEELTH
B.E%w%ﬁ@itm%%t[uT@ﬁ%®n~aD®5%vfn#1o%ﬁtt]
&L B2, ERA
C. #@vm1@A@km[uT®E%&1~cﬂ®55ufn#1o%ﬁt?]
HEDERCREIINT 2 RIGRA
C.2A HESNRERPME EORR, FHLIEABNGED) T DETRESEL
D. E# - ERAKE UTOERD.I~DIIDS>350WFhh 1 D% T)
D.1. BiiEfFORE D.2. MEMFELIIEXNLITE D3. ERSHE
E OFEREBBBOEL IUTOEREI~EIDSBbOVTNIL 1 DEFHLT)
E1. REBFOZ{ E2. BB, A BETHOEM E3. OFNEREFLEIERE
Fo#ROEZORE  DECEEZERMENFEENEEINTLIIIL DD O T, RITRERENALS
Nz UTOERFI~FI)DETEBLT)
F1. ZTREOREE F2. TV — FRROENNLERRE F3. SREBEREOHENNGERREE

lll. Probable bvFTD E#% &4 ®IZIZRDTRTHER (A~Q) 2RDAIFNUEH S B
A. possible bvFTD OE#E% Hi- ¢
BAﬁ%@?ﬁﬁﬁ?%%?é[ﬂ%%@%ﬁ,CMkaDmmmmmmmKDmuiémm,%%Wﬁﬁgﬁ
za7
C. bvFTD I—HT2EGER (UTOERCI~COD>3500nThnh 1 D& T
C.1. RUSEEEXMISAZERTERIC MRI/CT TOHEH
C.2. PET/SPECT TORBPMADIET

IV. BEZRFTIDREXET 2 bvFID EFELXE/-T-HDICIIROBBEA LB LI CEROAITNILA SR
Ly,
A. possible & L < |4 probable bvFTD O &E# % &7
B. &% L < FHIRICTHEBFIIC FTLD OIRIA H B
C. BRHMDOBEHNEENH S

V. bvFTD DR HIRTE X
WH7 % bvFTD DM THROEE A &£ Bk [HW] EEZBRULEWITARWL, Cld possible bvFTD TldkEHE
TH KL, probable bvFTD TIXRRETHITNIEA 570,
A BERY -V, HOFERRAEEEBCLARNERDIES AHBALPT L
B. {TEIEE L, BERINBK OIS AHHELPT L
C. NAF<—5—7h Alzheimer BURBAER (ZH D HREMHBEL B IET S

(Rascovsky K, Hodges JR, Knopman D, et al. Sensitivity of revised diagnostic criteria for the behavioural variant of frontotem-
poral dementia. Brain. 2011 ; 134(Pt9) : 2456-2477.)
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& 2 | BRI RAE O ESE

(1) RAEEY : RO 2 DDPKEROEEEZBL, ZnSICk ) BEEELHES
TNTL3.
A MREIROES
B. HEEBOEE

QUTNA42D554H EH3DERD 5.
ORKY I T 2 HMBOREE (B (CEEE/MEHBED S O THEE)
QOREMEE - kB
QEMRIFRIND. RBEOKELET 3.

@FFE CCEPBRE) LR 2.

R)EHTRET BHHEETEH, T0BRULTRETBHEENTHS.
(4) ERIRE : BIABAOMEELEIZ MRI/CT TOERIAAOND.

GIRAZH : UTDOERBELENTE 3.
1) Alzheimer &
2) Lewy /IMFBIRHIAE
3) &M RAE
4) ETHER R
5) KN B EEZEEE
6) > DM EDREHEE

(6)BRpRE2HT - (1)(2)(3) (4) (B) DT RTEHT LD,

(BEB®E TR 2757 B 1 BETOREHER G - BH) © SIAAEESIEE.

http://www.mhlw.go.jp/stf/seisakunitsuite/bunya/0000079293.html(2017.5.8.))

E) BHMNASEORZICNLT, AAPNEEFILIELIE bosn” ELTHRASBIEIZHE
893,

SE2) ((TEHEBR) pIEAIBENRAE & AROTHEEN LIELIEAONE I EIZBET 5.

a) Bl InonERII—BEAAONDS, DFY, ERIRBESECAEEETCLRLYS,
HEICBELRT.

b) #l: ELIIPREFOEEARETH, IWPFLEWVWS I LIFERTETCHLREDLPFLR
BTERL. ESEERRALTY [E5K] LA TET, [RI-IeRV], [HLERH
DWEBR] RELBAILN TS BREAARKRA, LI LLHIrbBRVRBOEIBHTE
L. ZNHERTYH, [MLRAVEEARWV] [Mohn] E5-7W T 5.

o Bl HF>"1ZAL", ZHA-"TANTE

R 3 | B/ RGERREBEDZIESE

UFD32¢RT2BOH 5.

1. ERDEEVRGBEETHD

2. EERERAELEEOREDOETERRATH S
3. REBRWRERT, BREHRIERTHS

T 42570,

1. EROBRXSMOIHEEERES L IEABRNEREBETLCHRATES
2. BARZIEMERECTCLCHATES

3. BERICY—FILR BEMEZR REERAES

4. BEBYNBOTEHES

| . ERERECMT
FRZEER  LUTFD 1 2Bl E% R 5.
1. RFBIZBTBEE
2. BHAKTHY DALONDIHEE, FTRAULSEORYCEAR(RBRIT) 2/

ZDDORER : LLTFD 2 DU E%RD S,
1. SUEMICEMAXOERES

2. A4 DHEEERIIFRI-ND

3. bOIIOVWTOAEIEFRND

Il ERzED 2
UTD22%R%.
1. ERRZEIAIERGIE/RIOERRETH S
2. BfRIE, UTORERD 126 L RBZNULEZRD S
a. MRIIZTERBEEREH > BEADENR
b. SPECT % L < |& PET ICTAREEREA © BEMOMFTET 6 L < ISHBHET

[Gorno-Tempini ML, Hillis AE, Weintraub S, et al. Classification of primary progressive aphasia
and its variants. Neurology. 2011 : 76(11) : 1006-1014.)
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SD T 5 KFETIX, Wit FRORE L HEEMFORED 2 D2 HIZEIRE L, W5
T BHBOBEERSEBIELG - KELPHEDL—FHT, HEECN, HBTOREPEL,
FEEE Ll E%ES dMRICN S, OISR EZ I U & ¥ 2 BHEEHREIS ORI
IR D,

SD 2 %5(F 2 WP AR R HEEEF O E X —E WP A o, B 2 RERBES HEAEET
SFUWrdh, HEBICEELZRT. SEWIcHT 203 EEOME L T, ELILSLE&MEFOE
HEPRETY, UPFLECI LB TETLHEOILRFLEHTER G, BokrivR
LT [EaH] LiPmacad, [Ricztzv] [FoBR»2viEaln| nEtE&Er
Y95, FFCEEE/ERESRO DO THEETH S, BRAFELE:, FLUVERZ5 2T,
TNRAECHRETA DT ER,

RREMWETUE, ERORAFVPTEIHET LT, FURRDETOHA L IZRL 5T
s eTEEgans ([@AF2 (KAL), ZHA® [sAros] Ltk b)),

BERID N OABR D ED T & 76 < 78 B FE5E, xf Wy ORI 7g PR S TR A PR 7 &5
DEXY T 4 CRIBHBEEREDL 2 EDBDHY, HBRARKAN, 122 2&bLCHEO
HEPEHBTEY, Zho2RTH, (MU BCHERV], [HMokv] LE-700T5. B
), e d T2 ER LIS -Td 2N ORIENHE R v by, BEOIFEL IR
5.

SD ICHFBMM L EFETHSL LML 0R HGEKRE MOBKRITELECLDY,
Alzheimer BIFEAE# 12 U £ T MR B P EEICERI L, SD LERZI T 5. fR2ims
R, RN A —ORBMERERY TSR T S PRI NS,

3. PNFA TS REDHFH

PNFA (R 72 FR G 1/ 9 S0 B2 B9 %5 Gorno—Tempini b (2 & % ke FoR
(F3). AIALICX I DHEMETIE, FTETERETHL I LEPZM TS, ZOKET
&, FERECHT2REL, ARG EHORY REA (HRFC VL) 05E) ZIRBET
DEFERATVEFHNTH Y, TN 1O ERRD 5. HEELXVvOBFIZRIcN S 2,
SCERCHEME L ORI E SN S BIEOFR T, HREORIGHNEEZ -, FEEEPic L
WLEBUNS, SEOBRIIC—EWEZRS. FI2E [$#3123A Q3B TOL ST
oo I P0DRC] (BFSALFETE S, BEE»v) L [RRNpwvA»
LD Too~A] GRBECATC ODRE) LU IREELERET 5.

I ek

1) Rascovsky K, Hodges JR, Knopman D, et al. Sensitivity of revised diagnostic criteria for the behavioural variant of fronto-
temporal dementia. Brain. 2011 : 134(Pt9) : 2456-2477.

2) Balasa M, Gelpi E, Martin 1, et al. Diagnostic accuracy of behavioral variant frontotemporal dementia consortium criteria
(FTDC) in a clinicopathological cohort. Neuropathol Appl Neurobiol. 2015 : 41(7) : 882-892.

3) Harris JM, Gall C, Thompson JC, et al. Sensitivity and specificity of FTDC criteria for behavioral variant frontotemporal
dementia. Neurology. 2013 : 80(20) : 1881-1887.

4) Lamarre AK, Rascovsky K, Bostrom A, et al. Interrater reliability of the new criteria for behavioral variant frontotemporal
dementia. Neurology. 2013 : 80(21) : 1973-1977.

5) Gorno—Tempini ML, Hillis AE, Weintraub S, et al. Classification of primary progressive aphasia and its variants.
Neurology. 2011 : 76(11) : 1006-1014.

6) Neary D, Snowden JS, Gustafson L, et al. Frontotemporal lobar degeneration : a consensus on clinical diagnostic criteria.

Neurology 1998 : 51 : 1546-1554.
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PubMed #5 1 2015 47 A 10 H (&)
"Frontotemporal Lobar Degeneration/diagnosis" [Mesh] OR (("frontotemporal lobar degeneration” [TI] OR

#1
"frontotemporal dementia” [TI] OR FTD [TT] OR FTLD [TI] OR bvFTD [TI]) AND Dementia/diagnosis [Mesh])
OR (("frontotemporal lobar degeneration” OR "frontotemporal dementia” OR FTD OR FTLD bvFID) AND
(diagnosis OR diagnoses OR diagnostic) )

BEEERSR 1 2015 427 H 10 H (&)

#1  (ATBEMIBHEEZAMEAE/TH OR  AVEHMIBHEEAMEAE/TT OR RRAVE-ATBMIBHEAY/TH OR ABHMIBARIGRAAE/TT OR

"Frontotemporal Lobar Degeneration"/TI OR "Frontotemporal Dementia"/TI OR FTD/TI OR FTLD/TI OR bvFTD)
AND ((SH =Z WA, W5, WIS, X MW, BEHALRZ N, B3 %20 OR Wi/ TH OR Z#i/TD
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Fij 5 {0 55 %5 28 P E frontotemporal lobar degenera-
tion (FTLD) O &) {5 Ffr b DFF {83 fnl 2

|z

FTLD @ % & T, 17 & F& & BY /1 58 @ 58 B 33 A0 & behavioral variant frontotemporal
dementia (bvFTD) 1%, MRI/CT IZCHIBEEBMU CHIBEELAEEORENLEWERT.
SPECT/PET TIIRISRERPRIEEEMIBICAHPIMRET 2R, BE-REEIRNS.
BRI semantic dementia (SD) (&, MRI/CT IZ CTRIERMERI, TRISAEEAIORITEE
DNEMERHS. BE, FNBOEHEEZRYT. FHOETLLELIC, WHEEOEMLRT L
5124 %. SPECT/PET TRAIFBEM TTREEEUOMEEICAHPOIRONEBETZERYD
3.

HE T IE T 51 5K 5B progressive non—fluent aphasia (PNFA) (X, MRI/CT IZ CTERIEEEE
BEHSEBMOEREZRHS. SPECT/PET TIIERIEEREHL S EEMCORBPITDE
TzRH5.

ERIREIL FTLD OBKICERTH 3 S, EROZTIIBHTEHL. [ 1B |

S TEF A

1. — %K% 5858 MRI/CT iR, SPECT/PETFRR"

bvyFTD T, HISHZESLMBEZERTHNC MRI/CT T DO ZEHE=, SPECT/PET T OEH = Mk O
T2 5. —J5, SD T, BIEBEEA T FHIBEREEA O MEEEE (2 MRI/CT T O i<,
SPECT/PET T O R Mt DR T # 58%, PNFA T3, ZERBEIERT» O BHEA MRI/CT
TOZEAES, SPEC/PETT TOMBMRIMKDOIKT 2729 5. 142 bvyFTD & SD O FEW
MRI TR Z AKX TR, ZOBEAM T, bvFTD TGS ATEHZEE L AIBHLE O FEiE 2 72
», MBHFEOZMIIFHICIRC. SD T AAMBHTERTE I RUCEM 2780, EaidHIE L LI
L CHED IR L TV 5. SEEEGITRIE FTLD OZW i cs L THHALERE 126 7.

2. MAEE &

PSR 1548, Alzheimer TUFEAVE, Lewy IMERIZRANE, FTLD O CHHTH 2.

bvyFTD Tik, W, &/, IREaTEEE, HIBASERIEOEME 2 2, BN % T,
BIBHZE, SRR OZEG SR S B HEITT LY. 227+ ) o 2ADOFKERTIE, REETKED
ZEHE, UFIC LATEER & R EAE L, AU TIRA O ZEME, B X S, BIREL, #RROEMES
B TH 5.

SD ik, EAZEDD 5 MEGAREA OMBARERTEOZEME & L QMR - A O T 29580
Thas. [BEMEKYE, B RBIRELIEEINSG, BEENLEZE T, WEECEEI KL FE
CAHEATL, AIEHZE, B, BWREE, BUR S MR HEITT 5.
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PNFA (%, Broca B & FEBhaTT 7 & EERI L BOZEM b L <Mt - AH KT
W TH 5. HAITEN ERSEEORE LA 5.

3. ILEY T~V ILE &Y

bvFTD T, Wfl2»DJL#I FHEMBEROEE 2R, AiHIED? O S s BHER, [l
TR, MR, MIBAZEARGT 5 SRR MHER TR, I B & NHER O THE
Z5RW. SD T, KB THIRESL THORDOEE 2728y, MR, SRET L@t
2B 5. PNFA Tk, /LM, FCTRBAECHRET 2 SIRROEM 2B 5.

4. BEzRFHEEERY MRI

bvFTD Ti&, W & OHMIRIEC T 2 BN (R0 s) o, HEREOMD VT 15
HOLFI S EE LRI IRER BOT AT 2 &Lt ) 7 v A4y b7 —2 OFFEHEIRT 3 #HiE S
NT3,

5. B FEERLBHBRER

C0rf72 BARTZEFBNL,  tau BARTEEB, progranulin BT ZEEG], JRFEGNH~TH
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7. phenocopy syndrome’
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PubMed #:%% : 2015 47 H 8 H (k)

#1

("Frontotemporal Lobar Degeneration/diagnosis” [Mesh] OR (("frontotemporal lobar degeneration" [TI] OR
"frontotemporal dementia” [TI] OR FTD [TI] OR FTLD [TI] OR bvFTD [TI]) AND "Dementia/diagnosis”
[Mesh]) OR (("frontotemporal lobar degeneration” OR "frontotemporal dementia” OR FTD OR FTLD bvFTD) AND
(diagnosis OR diagnoses OR diagnostic))) AND ("Diagnostic Imaging" [Mesh] OR "magnetic resonance imaging" OR
"single-photon emission computed tomography” OR "positron emission tomography” OR MRI OR SPECT OR PET)

R 1 201547 H 10 H (%)

#1

(AUSHAIBHAEZ4E/TH OR  BUSHMIBHAEZAIEE/TT OR  FAVE-IBEMEAE/TH OR AIBHMBHEIERAE/TT OR

"Frontotemporal Lobar Degeneration"/TI OR "Frontotemporal Dementia"/TI OR FTD/TI OR FTLD/TI OR bvFTD)

AND ((SH =2 WA, ST, WHRZHT, X MU, RATERAEZ I, BHWZH) OR W/ TH OR ZHi/T) AND

(Hf%ZWi/TH OR MRI/TI OR #E5IEHS M {5 OR BEXILIE WGk OR ﬁﬁf’?\ﬁ”@ﬂgl%(i- OR MRS H (%

OR PET/TI OR K b m VRl OR B F Al EIRZE: OR SPECT/TI OR H— G+ WU i @ik

OR H—YeT T 2 » ¥ 2 — ZWiEHRZEE OR HLT-2 & ¥ o — X IffEHiE OR HILT-HUHE 2 > ¥ 2 — X Wik
W OR > v v 7 5 b RS RE R )
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Hij A {0 55 35 28 P 4E frontotemporal lobar degenera-
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HEE

FTLD O fTEIEE*WET 22BN TERNELO b= Y BR Y AABEEE selective serotonin
reuptake inhibitor (SSR) DERAAHESNS (BB
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FTLD BEERMIEBERTH Y, ZOWRREL LB TH L0, EYRFEOMmEHID L,
CEROAHBELHBRTH Y, TR EF RSB S EiFvueaice? Nardell 52 (1,
BRI L > TEWEEPRL 2 2L, FHlfEEC—EMA» % 2 &, Mini-Mental State
FExamination (MMSE) @ & 9 12 FTLD OJERICX L TR SEBM T L CIFE»H-T w5 2 L
DHHETH2 2 LR2EHTLELELIC, SSRI, MY Ny, 7V 72423 300 0 DITH)
EELPUGET 2 WREMEL D 5 25, FBAMREEOUE CRE P RIETEAI LI LRRL. &
¥, MIVRVIE, ZEERTTEMESREATHSY.

FTLD % (248 % SSRI DM TI1&, 1997 4D Swarez DY LIk, BIHI, ¥ F4TE),
BITEIRFE L ECRRV DL EOMEZBRD LD, ANTELr -t DG H L. bHE
TiX, FTLD OKAEATE), HEATE), 58ERFR 22 SSRIDPERTH - 12t O — 7 v iklgn
H2%”. FTLD (k¥ % SSRI DFE#EF £ L T Lanceoe 5 &, PET # VT, 4610 FTLD
BETE, 1000 BIZETRBMOEMHEE TLr b= 5-HT,, XBEREEHEDHZ K
TLTW L LY. Hughes & 1%, Mk & BRI % H W T SSRI ©F% 542 & 9 FTLD ©
THEEE OB A EIET 5 2 L 2HEL TV 27,

a) v A7 7 — X [HEI cholinesterase inhibitor (ChED) DOFHMEZD W TIX, & 62 B
W—E LT w ChEI OB HET 2 HER, BIRHOEMAZRLILBELD Y,
ChEl DG REES PLETH L. DA T 7y - YAT~VT 4 v 7 - L E2—TIF,
FTLD /3 % ChEI &, % OIGERRIGHERT ST, HLZHERORBIER BT 5 L O
Whh Y, 37 NMDA SHEREPFETH L A~vF v 2 PG5 L1z 3610 FTLD B% Tk
FATEN A CsE L, FRICERNE, e AL L TARTH-. LarL, miltftbitiz2
SN Z v X AMLIEKRE (RCT) T, 722 RIHNT A= FrofHtERB SN
AES

FF bk, 24 HALO#EEIZ G-\ T Neuropsychiatric Inventory (NPI) DATEjR 27 &
BY RAMOE#E 77 R L THHE LI LOWENH Y, KHBE LB ORK R
DHEEAFHHEA T 510

WA, FTLD O FiREMIHIE, S ERL T ), ZOMENEEHETDH I XY,
TDP-43, FUSt E# % — 7 v Mo L ICWENILAEROBMSES S B bt 2y, &
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PubMed #% 1 2015 47 A 10 H (%)

#1 "Frontotemporal Lobar Degeneration/drug therapy” [Mesh] OR (("frontotemporal lobar degeneration” [TI] OR
"frontotemporal dementia” [TI] OR FTD [TI] OR FTLD [TI] OR bvFTD [TI]) AND Dementia/drug therapy
[Mesh]) OR (("frontotemporal lobar degeneration” OR "frontotemporal dementia” OR FTD OR FTLD bvFTD) AND
("drug therapy" OR chemotherapy OR pharmacotherapy OR "pharmacological therapy"))

EEHPRERRER 1 201547 A 9 H (R)

#1  (BUSMIBHEEZMAE/TH OR ATBHMIBZEATHE/TT OR RAME-RIBAMEAA/TH OR AYBHMBHRIERAVE/TT OR
"Frontotemporal Lobar Degeneration"/TI OR "Frontotemporal Dementia"/TI OR FTD/TI OR FTLD/TI OR bvFTD)
AND ((SH = 3#¥#%) OR 333/ MTH OR {H# 895 FI/MTH OR Y16 %/ TT OR FE¥#8:/TT OR IHHE/ T
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FERER R ATEN B E AR FH 2 320 FTLD (&, BAFfl, % ATED (Rl ks, e E i,
HREET R AT GAR - BIFOZ) K EAEIEI oA LN, —T, WEICIRERRE
BEESLHEMEE G, 2RO ORI Alzheimer BIFRAVE £, MO RBAE L D
ERNCEZEL ST T L, FTLD OfTEIREE R T 2GR Z 7 T%5 ) A THEETDH 5.
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PubMed #% 1 2015 4 7 F 10 H (&)

#1  (("Frontotemporal Lobar Degeneration/therapy” [Mesh] OR ("Frontotemporal Lobar Degeneration" [Majr] AND
"Therapeutics”" [Mesh]) OR (("frontotemporal lobar degeneration” [TI] OR "frontotemporal dementia" [T1] OR FTD
[TI] OR FTLD [TI] OR bvFTD [TI] OR pick disease* [TI] OR picks disease* [TI] OR "frontal lobe dementia” [TT]
OR "frontotemporal lobe dementia” [TI] OR "frontal variant frontotemporal dementia” [TI]) AND Dementia/therapy
[Mesh]) OR (("frontotemporal lobar degeneration” OR "frontotemporal dementia” OR FID OR FTLD OR bvFTD
OR pick disease* OR picks disease* OR "frontal lobe dementia" OR "frontotemporal lobe dementia" OR "frontal variant
frontotemporal dementia") AND (therapy OR therapeutic OR treatment OR intervention*))) NOT ("Frontotemporal
Lobar Degeneration/drug therapy” [Mesh] OR ("Frontotemporal Lobar Degeneration” [Majr] AND "Drug Therapy”
[Mesh]) OR (("frontotemporal lobar degeneration” [TI] OR "frontotemporal dementia” [TI] OR FTD [TI] OR
FTLD [TI] OR bvFTD [TI] OR pick disease* [TI] OR picks disease* [TI] OR "frontal lobe dementia" [TI] OR
"frontotemporal lobe dementia” [TI] OR "frontal variant frontotemporal dementia” [TI]) AND Dementia/drug therapy
[Mesh]) OR (("frontotemporal lobar degeneration” OR "frontotemporal dementia” OR FID OR FTLD OR bvFTD
OR pick disease* OR picks disease* OR "frontal lobe dementia" OR "frontotemporal lobe dementia" OR "frontal variant
frontotemporal dementia") AND ("drug therapy” OR chemotherapy OR pharmacotherapy OR "pharmacological
therapy”)))) OR ("nonpharmacological therapy” OR "non pharmacological therapy” OR "nonpharmacologic therapy”
OR "non pharmacologic therapy” OR "nonpharmacological treatment” OR "non pharmacological treatment” OR
"nonpharmacologic treatment” OR "non pharmacologic treatment” OR nonpharmacological intervention* OR non
pharmacological intervention®* OR nonpharmacologic intervention* OR non pharmacologic intervention® OR
"nonpharmacological management" OR "non pharmacological management” OR "nonpharmacologic management” OR
"non pharmacologic management”) AND ("Frontotemporal Lobar Degeneration” [Mesh] OR "frontotemporal lobar
degeneration" OR "frontotemporal dementia” OR FTD OR FTLD OR bvFTD OR pick disease* OR picks disease® OR
"frontal lobe dementia” OR "frontotemporal lobe dementia" OR "frontal variant frontotemporal dementia”) OR
"Frontotemporal Lobar Degeneration/rehabilitation” [Mesh] OR ("Frontotemporal Lobar Degeneration/therapy" [Mesh]
AND "Rehabilitation" [Mesh]) OR (("frontotemporal lobar degeneration” [TI] OR "frontotemporal dementia" [TI]
OR FTD [TI] OR FTLD [TI] OR bvFTD [TI] OR pick disease* [TI] OR picks disease* [TI] OR "frontal lobe
dementia” [TI] OR "frontotemporal lobe dementia” [TI] OR "frontal variant frontotemporal dementia” [TI]) AND
(rehabilitation [TI] OR "occupational therapy” [TI] OR "activities of daily living" [TI] OR "activity of daily living"
[TI])) OR (("frontotemporal lobar degeneration” OR "frontotemporal dementia” OR FTD OR FTLD OR bvFTD OR
pick disease* OR picks disease* OR "frontal lobe dementia” OR "frontotemporal lobe dementia" OR "frontal variant
frontotemporal dementia") AND (rehabilitation OR "occupational therapy" OR "activities of daily living" OR "activity
of daily living")) OR "Frontotemporal Lobar Degeneration/nursing” [Mesh] OR ("Frontotemporal Lobar Degeneration/
therapy” [Mesh] AND "Nursing" [Mesh]) OR (("frontotemporal lobar degeneration” [TI] OR "frontotemporal
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dementia” [TI] OR FTD [TI] OR FTLD [TI] OR bvFTD [TI] OR pick disease* [TI] OR picks disease* [TI] OR
"frontal lobe dementia" [TI] OR "frontotemporal lobe dementia" [TI] OR "frontal variant frontotemporal dementia"
[TI])) AND nursing [TI] OR (("frontotemporal lobar degeneration” OR "frontotemporal dementia” OR FTD OR
FTLD OR bvFTD OR pick disease* OR picks disease* OR "frontal lobe dementia” OR "frontotemporal lobe dementia”
OR "frontal variant frontotemporal dementia”) AND nursing) OR "Frontotemporal Lobar Degeneration/diet therapy”
[Mesh] OR ("Frontotemporal Lobar Degeneration/therapy” [Mesh] AND "Nutrition Therapy" [Mesh]) OR
(("frontotemporal lobar degeneration” [TI] OR "frontotemporal dementia” [TI] OR FID [TI] OR FTLD [TI] OR
bvFTD [TI] OR pick disease* [TI] OR picks disease* [TI] OR "frontal lobe dementia” [TI] OR "frontotemporal lobe
dementia” [TI] OR "frontal variant frontotemporal dementia” [TI]) AND (nutrition therap* [TI] OR diet therap*
[TI])) OR (("frontotemporal lobar degeneration” OR "frontotemporal dementia” OR FTD OR FTLD OR bvFTD OR
pick disease* OR picks disease* OR "frontal lobe dementia" OR "frontotemporal lobe dementia” OR "frontal variant
frontotemporal dementia”) AND (nutrition therap* OR diet therap*)) OR "Frontotemporal Lobar Degeneration/
surgery” [Mesh] OR ("Frontotemporal Lobar Degeneration/therapy” [Mesh] AND "Surgical Procedures, Operative”
[Mesh]) OR (("frontotemporal lobar degeneration” [TI] OR "frontotemporal dementia” [TI] OR FTD [TI] OR
FTLD [TI] OR bvFID [TI] OR pick disease* [TI] OR picks disease* [TI] OR "frontal lobe dementia" [TI] OR
"frontotemporal lobe dementia” [TI] OR "frontal variant frontotemporal dementia” [TI]) AND (surgery [TI] OR
surgical [TI] OR operation [TI] OR operative [TI])) OR (("frontotemporal lobar degeneration” OR "frontotemporal
dementia” OR FTD OR FTLD OR bvFTD OR pick disease* OR picks disease* OR "frontal lobe dementia" OR
"frontotemporal lobe dementia” OR "frontal variant frontotemporal dementia”) AND (surgery OR surgical OR operation
OR operative)) OR "Frontotemporal Lobar Degeneration/radiotherapy” [Mesh] OR ("Frontotemporal Lobar
Degeneration/therapy” [Mesh] AND "Radiotherapy" [Mesh]) OR (("frontotemporal lobar degeneration” [TI] OR
"frontotemporal dementia”" [TI] OR FTD [TI] OR FTLD [TI] OR bvFTD [TI] OR pick disease* [TI] OR picks
disease* [TI] OR "frontal lobe dementia" [TI] OR "frontotemporal lobe dementia” [TI] OR "frontal variant
frontotemporal dementia” [TI]) AND (radiotherap* [TI] OR chemoradiotherap* [TI] OR radiosurg* [TI])) OR
(("frontotemporal lobar degeneration” OR "frontotemporal dementia" OR FTD OR FTLD OR bvFTD OR pick
disease* OR picks disease* OR "frontal lobe dementia” OR "frontotemporal lobe dementia”" OR "frontal variant
frontotemporal dementia”") AND (radiotherap* OR chemoradiotherap* OR radiosurg*)) OR ("Frontotemporal Lobar
Degeneration/therapy” [Mesh] AND "Psychotherapy” [Mesh]) OR (("frontotemporal lobar degeneration” [TI] OR
"frontotemporal dementia” [TI] OR FTD [TI] OR FTLD [TI] OR bvFTD [TI] OR pick disease* [TI] OR picks
disease* [TI] OR "frontal lobe dementia" [TI] OR "frontotemporal lobe dementia” [TI] OR "frontal variant
frontotemporal dementia” [TI]) AND psychotherap* [TI]) OR (("frontotemporal lobar degeneration” OR
"frontotemporal dementia" OR FID OR FTLD OR bvFTD OR pick disease* OR picks disease* OR "frontal lobe
dementia” OR "frontotemporal lobe dementia" OR "frontal variant frontotemporal dementia”) AND psychotherap*) OR
("Frontotemporal Lobar Degeneration/therapy” [Mesh] AND "Patient Care" [Mesh]) OR (("frontotemporal lobar
degeneration” [TI] OR "frontotemporal dementia" [TI] OR FTD [TI] OR FTLD [TI] OR bvFTD [TI] OR pick
disease* [TI] OR picks disease* [TI] OR "frontal lobe dementia” [TI] OR "frontotemporal lobe dementia” [TI] OR
"frontal variant frontotemporal dementia” [TI]) AND (care [TI] OR cares [TI])) OR (("frontotemporal lobar
degeneration" OR "frontotemporal dementia” OR FTD OR FTLD OR bvFTD OR pick disease* OR picks disease* OR
"frontal lobe dementia”" OR "frontotemporal lobe dementia” OR "frontal variant frontotemporal dementia") AND (care
OR cares))

FEHEERME 2015467 A 9 H(K)

(((RTBEEASEZAMEAE/TH OR  ASHMBAZ A MEE/TI OR FRAME-AISHMEEEY/TH OR HIZEMIBHEIZRAE/TT OR
"Frontotemporal Lobar Degeneration"/TI OR "Frontotemporal Dementia"/TI OR FTD/TI OR FTLD/TI OR bvFTD
OR ¥ > Z#§/TI OR Pick 7% OR Hi /7 BIFRHE/TT OR #i 5 BIiA/TT OR AIEEMEAEIHIAR/TI) AND ((SH = ia#HF
JH, W0HE, VRO, FERE, SRR, W, R, B, ) e 7 —2 5 v, FPi) OR iB#/MTH OR it
F/TI OR FHE/TD) NOT ( (R SHANSHZEZ LA/ TH OR RS M SHFEZE IR/ TT OR SBAIE-HTSE MSHAL/ TH OR Hi S
BHZUFEAIAE/TT OR "Frontotemporal Lobar Degeneration”/TT OR "Frontotemporal Dementia"/TI OR FTD/TT OR
FTLD/TI OR bvFTD OR ¥ v Z4i/TT OR Pick % OR i 5 ZLZ2HE/TT OR i /7 B4/ TT OR Hif SIS %4/ TT)
AND ((SH = #1#i%) OR #Mp##E/ TH OR G##I9FFI/MTH OR FE4iA#/ TT OR FEWp4i# 3/ T OR 4/ TD))
OR ((RUBHMIBHZEZAME/TH OR AIBHMIBHZEZ MEAE/TT OR FRAVE-RIBAMEHAY/TH OR AiBHMIBHTIZRAE/TT OR
"Frontotemporal Lobar Degeneration"/TI OR "Frontotemporal Dementia"/TI OR FTD/TI OR FTLD/TT OR bvFTD
OR ¥ v Z3%/TI OR Pick #% OR il /7 BURZHAE/TT OR Tl J5 B AR/ TT OR FiSHMBHELH R/ T AND ((SH = 4M}ios
I, A, U, ARV, WIE, B, ) Y 7 — 2 = ) OR JEEEMIEIE/TT OR JE4miG%/TI OR Y />
vy 7 —a/MTHOR )Y 77— = »/TI OR Fi#/MTH OR %##/TI OR ##+F4i/MTH OR 4+#H/TI OR
FAl5/TT OR #A#H/TT OR HA#E H/MTH OR #28%%5/T1 OR EFHE/TI OR AP/ TI OR H¥#E £/T1 OR i
HRE/TH OR K&t/ TI OR LEERE/TI OR 4 =& 5 € —/TI OR Hi#E:/ MTH OR M8 #6#/T1 OR &
GHUEREEITD)
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#1  ("Frontotemporal Lobar Degeneration" [Majr] OR "frontotemporal lobar degeneration” [TI] OR "frontotemporal
dementia” [TI] OR FID [TI] OR FTLD [TI] OR bvFTD [TI] OR pick disease* [TI] OR picks disease* [TI] OR
"frontal lobe dementia" [TI] OR "frontotemporal lobe dementia” [TI] OR "frontal variant frontotemporal dementia”
[T1]) AND (care OR education OR burden OR support*) AND (caregiver* OR family)

BErhEsIRER £ 2015 427 B 10 H (%)

#1 (AUSEMIBEIEZMEE/TH OR  AUSEMISEIEZAMERE/TT OR FAAIE-RISEMIBEA/TH OR AISEMISHREZ2A4E/TT OR
"Frontotemporal Lobar Degeneration"/TI OR "Frontotemporal Dementia"/TI OR FTD/TI OR FTLD/TI OR bvFTD
OR ¥ v Z#%/TI OR Pick 7 OR i A% 52H1E/TT OR #i /4 EIHiA/TT OR RisEMEEIAIR/TT) AND (K%/TH OR
K OR /#%/TH OR Jri#) AND (/r##40/TH OR #3H OR A b 2/TH OR * }F L 2 OR 8% OR # & OR
Yo b)
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