2012 H. A EHOBSRE (FPEZ &)

Tanji K, Zhang H-X, Mori F, ez al. 1. ¥FEFEUE
p62/sequestosome 1 binds to TDP-43 in brains with 2L
frontotemporal lobar degeneration with TDP-43 2. ERBERE
inclusions. J Neurosci Res 90: 2034-2042, 2012 L

Tada M, Coon EA, Osmand AP, et al. Coexistence 3. FOM

of Huntington’s disease and amyotrophic lateral L

sclerosis: a clinicopathologic study. Acta

Neuropathol 124: 749-760, 2012

2. FoFR
FROSCHK, MHEASE, B B, BAE— BHE
FEMEAFREE(LIEIZ 51T D TDP-43 & Bunina /Mf
DAY . 5 53 [E B AMRREES, LR Y
v L2, [EEEEMERISREE(LE | TDP-43 DR
& D% ,2012,6,30, FH
MEEHE fHEAX T8 & 132 EES
Za—u COMBBEEN TAOZ I LEE
Th o7 ALS BIRFIORKRET. & 53 B B AR
RS, 2012, 6,30, HR
BK &, BEET, wIEF, & TALEE
TR AR p62 B/ TDP-43 Rt D RARE A
BEFRH T ALS O—Fl. % 53[E H AMRFEF
£,2012, 6,30, HE
WHRFET, BRE, BF —, 130 KEBE
#1128 L7- ALS-FUS O —FI#6. % 53 [ElH
RIS, 2012, 6,30, HiB
Kosaka T, Fu YJ, Shiga A, et al. Primary lateral
sclerosis: an immunohistochemical and
biochemical study of pathological TDP-43 in two
cases : The 8th International Conference on
Frontotemporal Dementias, 5-7 September 2012,
Manchester, UK
Takahashi H. Neuropathology of amyotrophic
lateral sclerosis — Discovery of TDP-43 and
after that -. Seoul Neuropathology Forum —
The Neuropathology Study Group of the
Korean Society of Pathologists, 8 December

2012, Seoul, Korea
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EA BRI FEEMNS BEEREERMRIMIEERE (EERERREES)
MR BIC BT DA ()RR EE

HEATHERE EPERRI S UK B S B ME R 351 5 BPR R D R

W EE BBV
e ERERRT Y, BERT V, B0 E Y, BB Y, FILEE Y EiEL Y,
WEREAT Y, R RV, ROHK?, Z£~¥?, Hik H?, SHEM?
1) ESDRbetits A & BRb e, 2) ZmERKEMERERFH TR

HIEE.

R S T,

MAEEE
HEFTMERE _E MR (Progressive supranuclear palsy; PSP) & i f7 & 2 EE4% 2 44E (Corticobasal
degeneration; CBD)EIMFIZ T 2 EEKRBZ HFRANTHRET L, HEA LRSI OWVTRE L, ®5
1X, ELRBEAE A T R RBEIC CREER T Sz PSP14 I3 LU CBD6 i, PSP X CBD X b Mm%
FETdHho =05, BEETH% - AGTRIIIETI R bo Tz, BEMEE EHERFE, AattERE, £8K
RTTEEE MRS L ORI e, BLUATOEEEZII PSP - CBD & HITEENE L, MEEA
WCHBOFTR L B2 DALz, PSP TIZERIZARS | WE7, slurred speech, CBD TIIHHEZE - BE)
HOEEEE TRIE, RESENE 4 BEE 0% L, BKE 50% L ETREBDERNIZERILDFIRENM

ABIRER

PSP L CBD ix & HIZ 4R ¥ A RNF—T, i
BEL S BRARJER b B RS L < BR EERIZ
ETRTHI L LI LITRERT 5, PSP & CBD
JREBZWEI T, ERTOBKRE 2L, @A L
FHEREZBRIT 5,

B85 5

I, ESRBEEERA T ERIRIC ORER
Wr S 47 PSP 14 FI(BE 1 10 #, &tk 4 B LW
CBD 6 (B 4 5, & 2 F),

PSP DEsEZ Mz, PSP 13 i, PD1 #l, CBD
DERKRZ WL PSP 3 5, CBD, DLB. ALS-D #3
£ 21 BFITHoTz, HEFTRIZ PSP #MREG
10 I, PSP+PD1 fil, PSP+ K EMFEERIZD
Lewy /IM&+/MEZE 1 5], PSP +7 VA < —
5% 1 6, PSP+/MEE 1 TH-7-, CBD OJF
BT AiX CBD #i#m®EH 5 41, TDP
proteinopathy G412 1 I TH o7z,

FIE - R REFRN, BIERFOERE - 28 %18

U=, BB LIZOWTHRE LT, RIE - 5
CEERITITEHEOZOKRE (Mann-Whitney
E), ERITRBEORE - FREZEH L. BUR
KEEE COHAM - A7FHMIX Kaplan-Meier {5 T
LogRank #E % fVTHEAT L7z, #iREBE 6
TR L OB OB SV TRE
L7,

(fEE i ~ DB RE)

HIRR I FFZE R IC DWW T OB 217V, EST
RS A T EREREZESIC TR Sh
EXEZCHREERSZ B FRETo 7,

C.HFFERE R
1. RIEFE - LT REE

ZEIELEHRT PSP 68.9+6.3 5. CBD 56.8+6.0
#%(P<0.01), 3E CHF 1L PSP 75.414.6 5%, CBD
62.1+5.9 % (P<0.01),
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2. ZIERFOEMR

(1) EEhESE
PSP CBD
SEENE | BE 1% 67%
RRE 33% 29%
BITEE | BE 60% 33%
KRE 67% 40%
BEEE | BE 50% 33%
KRR 67% 50%
R R 29% 17%
R 83% 71%
(2)EBEELISL
PSP CBD
PR | RRE 15% 50%
RRRE 50% 85%
REITE RE 15% 33%
R 67% 85%
HENED R 7% 50%
EREE | FRE 50% 93%

RN OFEE T, PSP CIHERO B RENE
Mo TN EEIX 17% Th o7z, CBD TIXE &M,
AN 12 72 B EOMEE, EFELT—A
THFILEHDD - A F—Fy b ETRLE
NEANT 572 EOREITE), EEO AL — RSH
{7pd - BERN D EL TERY - HEIDOEHK R L
BEBEOBEEEEOHFRENE | REIIMHRARE
£ 50%. ZEITEI 33%. BEEDEEREE 50%
ThHol-,

3. &RE & U7
=
PSP CBD
Slurred BE 55% 0%
speech FRERPE 100% 45%
= R 56% 0%
FeRE 100% 44%
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INFE 9513 78% 80%
RRE 20% 22%
K= RREE 38% 0%
WRE 100% 63%

(2)EEFR
PSP CBD
RER D RRE 25% 50%
A B BRE 50% 5%
B O RREE 92% 75%
KRE 25% 8%

(31T
PSP CBD
NG| R 50% 75%
RrRE 25% 50%
T AHE RRBE 50% 67%
TEE 33% 50%
REE R 92% 25%
R 75% 8%
Broad R 82% 67%
based BrRE 33% 18%
ZexE R 18% 33%
BRE 67% 82%

(DL
PSP CBD
B RREE 69% 0%
fil % BRE 100% 31%
e R 67% 25%
i) TRE 75% 33%
B RRE 38% 0%
HHep KRR 100% 62%
BUTO RRE 100% 75%
EELED | FERE 25% 0%




(B)FeR R SE 2
PSP | CBD
FEE MR L R 93% | 83%
AR R RRE | 17T% 7%
RERS R EE 93% | 100%
EE RE 0% 7%
R Eh RREE 92% | 100%
B ReRE 0% 8%
PEMARE R 100% | 100%
{243 TRE 0% 0%
ATERZE R 100% | 100%
(E¢S BRE | 0% 0%
EhRZE SRR EE 36% | 67%
BEE | 33% | 64%
RESH JRREE 15% | 80%
BEE | 20% | 85%
FENAE R 93% | 67%
RRE | 33% 7%
/N S R 23% 0%
REEE | 100% | 77%
3 R 17% 0%
IF e —XA | FRE | 100% | 83%
REnS: RREE 50% | 67%
REE | 33% | 50%

BaHESH AT, HEERREES, MAOFH
B, ERIZERIERIZEH TRO 2o T, MK
A F =713 PSP T 10%. CBD T 20%IZ38%,
A/ v —X A CBD TiEHL4T PSP T
T1%ICRDDDHTH T,

4T - BEETHE

EARRIRRE & CO#AM(F 2B/, PSP 4 .CBD
3 ETHEBEIIR1->72(P>0.05), 50%E7FHMK
ix PSP 5.7 4£. CBD 5.0 ECTEZ/ero T
(P>0.05),

5. fREEFEIOEKE

(1) =%V v FAEHF PSP

FETCRE 78 ik B, 71 ks, BEBIMETRIE L.
PSP OEEFRG % 2 L=, B EfmE, EEA
Lo Rip L EEMREE S0 MIBG O v
YFTHMEDOET 2R,
QT VY nA = —J5EHF PSP

FELHE T4 s B, BB TRE L PSP O
KB THoR, FIHICEFTVRANEREL,
RKEPZI A7 B —XARHRLNTZ,
(3)TDP proteinotathy & #f CBD

FETCHF 59 sk i, 54 RRERAE TR THRIE L
FIENC TPt R & 22T, 55 i &L 0 £ BRRIC
LR R, 56 tHL D B - RENERT L &
72 L ALS-D CERRRZB I T e,

D. &%

A EIOHETIE PSP @523 CBD IZEEFEIZ
FEAEF# FECRER & b IZm - 72(P<0.01) 23,
BRETH®, O TRICETRIoT,

PSP OEXEJEFE L SN TWAFTRT b bE
ELMERE MR, (RE N, BB NNES.
RTEEEEM RS L O A R, FUTOEELS
12 PSP - CBD & HIZEENR <, MERIZHE
DR E#EZ2 b7, 4R tauopathy DFEIE & 72
DEBDEMNE DI, MEBEED TRITDLEN
b5, iz, CBS OFERER & SN TV DB
EHERTO, REMEREEE, MAOFEER L
DOFfRIZ. PSP - CBD & HIEE MR T2,
AERE L7220 81 CBS A 1Bl b &N TV A
MofzZ L EBEELTWA LB d,

PSP (R EEDE W (80%LL B)FT AL, RET
RIE, LT, OBEI A o — XA BEICARD
B & #Tr. slurred speech, BFE, KFETIODOH
TRUE 50% LA EOFT RITERICA S . slurred
speech, EE Th -7z, CBD THEE 80%LLE
DOFTRIE, HEREL - REITE - BBIEOEEE
ECTRE, RESH. ZESTT, HEEEL - 8
BEOEEREE CRE. RE SHIIE 4 BRE 50%
PUET, MEROERNIEILDOFREMEINTRR S 1L
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. SRIIZHEFTORE, N—F V=X %

ETORBEETHRFNTOIILPLETH D,
RBEIHICBT 2EERBOBRI ML, BE

AHREEESS MIBG LY FIi28iT 5 HM o
BTFERBDIHEIITA—F Y R/, T
RIA 7 B—XRETNAINA 7", —IEAL
D&M T TDP proteinopathy & D AT REM: %2 &
BT2ZENEEELEZEZOND,

E. &

PSP /X CBD LY E#RE TH o728, BrET
% - A THRICIIET 2o 7, PSP EE-E L
SNTWBATRIZ PSP - CBD #EDRT AT,
PSP CiZ. BEEIZfE A, IEF ., slurred speech, CBD
TITMERZL - BEIEOEGEECRIE, B¥ S
BN DIFEDERNELOFREEDR B 5,

FEFEARIEH
L

CRIE
1. WXHER

« BIEAR+. Corticobasal syndrome-&iT D
& 51 0. Brain Nerve 64: 462-473, 2012

- #IEARF. Corticobasal syndrome . Brain
Nerve 65:5-8, 2013

2. FEHRR

- BIBA T, WEEHRT, BB, #lvE,
RYREFS, RILEE, BENEH, WERRTF, K
Al B, ROFK, —E~v¥, 5lF & THE
B, REED JIIHF E ZBHE NERE. &
ITHERZ BRI K ORI B R S
Bz 5 MRI - SPECT pr R ORE. & 53
B B AFRRFERFMASE (FR) . 20125

- R R, WERT, BEMNEH, FILRE, R
WMEH, BIOwE, REET, BHT, TiE
F#k+. Parkinson R EFE DEREIT L I8EIZ
B4 afdt. £ 53 BB AMRFESFERRE (K

) . 20125

BT, BRERRT, BEBRERT, #lvE, A
WEF, FILET], BFEL, FMERF, K&
%, REFK Z2~¥, Bl ¥ THERE
RTEEZEME DITENRE M EAT L. EITHERZ B
HEOREKRGEEE L KM EEEZEMED 1
HimpF. 5 53 B B AMRIREESREGENR).
2012.6

-EREERR T, MERT, BATEL, FILRE, R
WER, HE, BEET, BE5HMF, WEER
T, R R, THERE BER#EREEEZE
DTEREDOZ VA NRF—EEx LT 1 4.
% 53 [B] A AR E TSR (E11R). 2012.6

- BFTHEHL, WRERF, AILERE], BB, #)
D&, RERR T, BERRK T, EHE T, K&
%, REFK Z=2~v¥, Al B SHEH H
DR FEREZ S E T2 SOD1 #EiET
Gly93Ser Z & [FIE & 7= EME I FRE L
FED 15MB. 553 [E] B AR FEERE 0
18). 2012.6

HAKMFAEROBERE (FEZET)
LAFEFEUS 72 L

2ERFERE 2L

3.ZDf 72 L
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BEAFBH LSRR S BHeRBERRMAEEE EEREERITEER)
MRREMERBICET S A (SE)EREE

CBD 35 filiZ 1) D AISHEER A OIRERFRIRET - [ISAZEIC IS 1T D B SRIERRRL
BigEsyiaE  HMEE D

WoEm & ROFKD, =Z=F~¥ D, AlF HEV, MEFAX?, 5F B2
1) EMERKE MEERZEIER, 2) FERFE MR

WREE
RESRIMEEERLIY, SREAEOERREEY TH Y . MEIfE-> TEERR R EICnHiT 5, RIMEEEESE S
fE(CBD) Tl PR TERD 70 AR CHHICHLEDL LT, 80 MU LOEEE LV b EHEE THERME
TERIZWD D L H|ESN TS, SEBRH L7~ CBD T4 35 Fl Tk, EHEMEERITI2F TRD b,
FTo, BEMEAREEET S L LVRERSH (EEEIMICEREREI~DIEA YD), CBD @27
7w (argyrophilic thread) DFEREZ: ¥ D& AR O Tz, D=, CBD DORESRMERIIIE /2 5 Il
{fET/2< . CBD OFREIZL VRS BHE LR EEZEZ b,

ABFFRER
g $8 M 5 K7 (argyrophilic grain) I .

Gallyas-Braak Jxf&.72 & ORGE CHALK 2R T
BEYTHY &R ED neuropil (25T 5,
FERERIICIL, WHEMSHABR TIHLAZHF N, FHER.
BFARREOFEE LD (K1), £A61E, #E
MR OBNIRZERICY VEBLZ UREFE LD D
EEZLNTWD (M), VDT A YT 4 —A
X 4R tau BAL TH Y . 4R tauopathy (2B T 5,

RESRIEEERL N EAE T 5K B & B R ERLR
(argyrophilic grain disease, AGD) & K .5, FESR M
BERLODJE ANV 1E Saito HIZ LY 3 DIZHEI L,
BbLEWEED stage III TIZEFREREZXTZL
9<, BRBEOCBEER SR, THIEER
EORBMERERD D, 1 AGD OFEEIL,
Fr L & HITHWML, ElRE T3 3-4 TR
bild, L2 ZORERMERIL, KRIMEREEEZ
EMETHBILEH LTV LERES LTV D,

KA EEZEMECBD) X, KiMEE., &
B, BER SIUREEZFOMREMEEEAT, B
SRMEERIR L FIARIZ 4R tauopathy (BT 5,

CBD OELCERITTE 69 TH Y | BRI W
MEHIZFETT 5, 3 72 CBD OKEEEIX.
RTEEENEE S N0T <. &R EZ S ORAEEEIT
B LI IREND, 2O X512, RTERSOR
B34, CBD & AGD THu@HERZ Ly, L
L7225, CBD 2815 AGD O&#fix, EEE
FVOLEHEET, MeFITROOLND &S, 3
Z DOERREGFITINEEE(L TITFREAOD
WS, SETIZENEBRFTLIZREITZ LYY,
Fx i, CBD T 2 EERMEERLIL, B2 5 M
EHEELOEH TITR, RERLEIVEELLRH
RTHAHZELEZHAOLNIT LD, %D CBD
FIRR B OMITEZEIZ I T, BERETERI 2 RET LT,

R Sl
‘e ; v
R A @3
-~ > o NS
e S ¢
L WX LB
Ve . e Sy
i Gl TER SRR N L
... “'". e .
2\ 4 L ha -
%;% PR &
7. = ks i {
i A /‘%{ Vg - Y f*

'Gallyéé-}éraak.ﬁéé V
1 FEERMEERL.

O R g (ATS)
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BB G B

FHIE KMEF S L OFERKMFIZES T 2
CBD &% 35 5% AV T RIBEERZEIZ DN T
BRET L7, MROFIRPBE SN TV DENIE, M
L bFfM L7z, GB #EIITIAE 9 um THAT
L Tes

BRETLIZEEERIZ, UTDO2°5TH2 : Ofl
BREICRIT 2EREERNOSH. QBEBICBIT S

7' 795 ¥ (argyrophilic thread).,
O "SRR
RESRMEERRLDFMIZ GB a2 AR L L TITo 7
s, BfEGEYE (AT8 ° RD4) HiEfT L7z (X
2), Saito LOWMEEZSHE L, EREBROEE
THEEBANCEHAIL 72 (40 fFRES Y 10-19 %
+/-, 20-49 % 1+, 50-99 % 2+, 100 LA E% 3+¢&
L7, ofld., I+OBEXTREETEE Tk
SH D% Stage III, H“EBEMRIEEENIIAND H D%
Stage II. #EEMFEE (BHEL~L) [ZERD D
D% Stagel & L. BIKEZNMEE (RIEFFEIA) |
(B35 H D% Stage 0.5 & L7z, CBD 2B %
PERMFRERI DA 2 FHE T 572012, AGD &%t
e L7 (AGD n=16, LT #: 87.2+11.7 7%,
A4 EE 1163 =151 g, Saito AG stage 1.8=0.6),

X 2 CBD 28T HHERMEER (GB %u(a).
CBD Tii. argyrophilic thread &/E7E L THH.

@ ¥EEIZBIT D argyrophilic thread

CBD B FH#EEIZF1T 5 agryrophilic thread DIk
EEZ/NV— B JUHEBFRICRET L, 3 BRI
SELE (K3), #Hfiix GB e TiTo 7,

1+ 2+ 3+

8% A

2 5 2

REITEEE A

SO
;EJ#E?LI'-E"’)uW fif& 5

FIBRTC (I TRERER

3 CBD RIFHEEIC
WEBZFERMIC3 DI

17 % agryrophilic thread,
FELT,

C.HFZuRE R

£ 35 BIDOFHITE T EER1L 69.1£7.6 5% (54 - 86
). B 23112, BARHIE 5.7£2.8 & (2.7
- 15.3 /), BME 1107150 ¢g (770 - 1400 g) T
Holz, BESRMEEERIIT CBD O2FITRD 5,
5 Saito stage 1%, 1.8+1.0 T - 7= (stage 0.5
9 . stageI 6, stage Il 9, stage III 11
Bl), FERMERRRL & IXR RN, T AV NS 7 —
TR R AR AL DREFEITEREE T, K3¥72° Braak
stage IS F TH -7,

R VERS 123517 5 IEARIEIER, D 577

AT HEE Tik, CBD & AGD OWEA L LIS
X, CAl, CA3 DIETHEMEE IR D bz,
BEKEIL, AGD Tl I N ThH- 7223, CBD
TIHEHEECHRLTWE: (K4, EESEREO

SEHEEC S FETLIRE

PTIE. ZFRBICHE L,
CBD AGD
GranOH MR px0.0011 CrainDHBR
408 wBBH
3 3
L -2
2 2 B rs
o
wim
L
L L
0 ] -l
HWEXE CAl cA}  wmpE” EEEE  CAl cay  mgm”

4 HIGBRIZ BT DRIk

HEEHIREIT, AGD £V CBD TITAEIZCEZLADT-,
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RIGEZESL P 12 517 S FESRIEFRIL D 577
AGD Tit, TREHEZBX 2 5MITIEL A ER
o7, CBD TIX—H DEHR T HRIEEEC LA
FREIZETHmLE (K5),
8D AGD

Gran® i Bk Gram® MR
SOME MY 4018 MIF

5 {IBAZEF R EIZ 31T B Mg R L

iR & BN 7 IERZESMIE (FPRIERE T2, HEaE
T1) ~Aild, AGD TiXiZ & A ERH$, CBD Tix
—HOERI TRD Hiviz, T4 %EEMIEAR], T3 T1{HlgA
|, T2 EEE, T1 EAEEE],

FI GRS (25517 3 argyrophilic thread D47

BIFHEEIZEB T 5 argyrophilic thread DiLEF
B LRESRIMEEERLO stage IIB B RFABEEZ R LTV
7= (K 6, P<0.0001), ZDZ &i%, CBD ZBIF
LHEESRMEERRT 1. CBD 2872 argyrophilic
thread ZFEfET 5 Z L 2B L TV 3,

3+ Agyrophic
thread

X 6 RISFHERIZEIT D argyrophilic thread & HE4R
PEFERLOD stage
W A BB E R,

D.E%

WEDIERIZIL, CBD ITITEHREERIR DO
HEEHEELTH SN TNDIDOAT, KRLDHE
EEIZE T S RRUITIR bR T,

SEORED D, CBD ORERIEEERILE L S
i L T2 <. CBD &\ 4R tauopathy (&
FVCEELEFREEZDOND, ZFOERH
ELT, OB VIELERK, OFEEOHE
(100%) . @R #7253 A7 (RIBRZESMAL BB BRED) |
@CBD (B8R 7 ) 7R EDME
(argyrophilic thread) . ®ftiDMNEEZE L (71
U ng =—BINFT) BZLW\WIZ ERHFETF LT,

F 72, CBD DfFZ L argyrophilic thread & @
BREARNEEZ BN TWVAS, CBD (28T 5
SRMEEERLIT, BBICRBIT2ENEFAEICHEBELT
Wiz, FD7=® ., CBD (2B AREERMEEERL &\
O EEFEITX, CBD ORREIZEL 22022 T
D ETREME S RIR S LTz,

E.#&#

CBD |28 2 EERMHERAR X, B2 5 INketEE
{ETix72 <. CBD @ 4R tauopathy & L TDJFEE
W R VEBREIZh b TWE EEZ BT,

51 F 3k

1. Saito Y, et al. Staging of argyrophilic grains: an
age-associated tauopathy. JNEN 2004;63:911-8.

2. Ding ZT, et al. Argyrophilic grain disease: frequency and
neurophatology in centenarians. Acta Neuropathol.
2006;111:320-8.

3. Kouri N, et al. Neurophaological features of corticobasal
degeneration presenting as corticobasal syndrome or

Richardson syndrome. Brain 2011;134:3264-75.

FRemfpRig®m - 2L
GHFREHER

1. MXRR  SHBERTE.

2HERR
ROHA, SEvr, Sd, BHAR, MENEL HHY. 5
FRE , CBD 33 #lick ) 5 MTFMEREOKEEORT < A5
$ITHIT 5 Grain. T 24 4 % 53 EEHEELRE.
HAMFAEOBARE : 72 L
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FAERZHEEMYE HOMRBERRITEER (BISEREFRMAERE)
MRAMREICET 2RENEHE (58 FEREE

DVAJBE AR T2 K DB 2 A b= 7 1 — (LGMDID) 2 > 72
RITSE RIBE R ERANE O R B 2 HURR T

o HEE fex RBEY
BRERE REER Y, BAEHEEKY, ROMBED, EELRILY, & FERY,
pROBRET Y, EAfdhsk?
1) AEiEE R R BT E A JERH R P L,
2) b E R FE R AT E A SR E SR B,
3) ESL MR ER S v ¥ — R E —I

MEEE

ATEERIBE B MHE OMRREFEMEE S F & LT, TDP-43, TauReFUS7e AR SN T WD 83, &ITONVATBE
BLRFERIIIVRET DI LPBRESNEEECHERFEH A b7 4 —(LOMD) D 1HETH D
LGMD1D O #HIREERT RIS\ THIFRMEDEZ B L O EIZTDP-43DEEN R b d s e aniz, 4k z
DLGMD1D |Z RiTERRIBR AR ANSE (FID) % (F % L /- HIR Bl 2 BB L 7= DT, ZDORELZ AT L2012, RE
FHIFEAT 21T o7z, WEFHFTA L LT, AMICRY EEE L /Ml O EEEE 2380, BITIZ/NERE
BERE & SR T, FEERIIAR & BUEIZE R 3 2 Ml R 2 LI S iz, FH/RER Cldrimmed vacuole & 8
FERAERRMEITINZ T, DNAJB6DEESE & HIFR B IZ, TDP-43DEREL MIE L ZICRDTZ, LnLR2RN b, K
Rk P2 & C X TDP- 435 E ABIZFRD Bz o7z, Tau, FUSEE THBHER AMIIRDO N2V EDD,
ubiquitinfEMEEEERE B I 7, DNAJBO A TIix#F DERAMENERIIET LTV, T bR
5. DVAJBERIETERIZ L VFIDERIET 5 AIREMERIR S5 23, & DORIEFFFIZ DOV TlidTau, TDP-43,
FUS B L 2VVRRETH A 5 LHEE S LTe, REBBIEOHIDDIZIE, RROEFNEBENLETHS
2, FIDOFHRRELZEETH L CEEREM L EZ LN,

AFREMLEER

RAMFE B ) MHREROBERBITE
HTHD, BICHTEERBEELMHEICRB VT,
TR IR ER F I TaulG S AR % £ 5 RN
BB E ME LT EERRE 22 & DR
BN & % — 7, ubiquitinfBtEE A% £E 5 B
BRRIEATY SR AIE (FTD) Rofh ZEAME MR R 1 A WIE
REDFEEE G 2T D, ATERRAIEREEMERE

DIFRFREFLHEE S L LT, TDP-43, Tau
ROFUSZ2 ENE LN TWB DS, Dnaj homolog
subtfamily B member 6 (DNAJB6)EIRTERIC
LVRETD I LRHRE S NTEMBREERK
WEIFHO A T 0 —(LGMD) D 1 /A TH 5
LGMDID D F R EEAr RUZ BV  Trimmed vacuole
CERBFABRMEIINA T, BB IOMIEEIC
TDP-43DEEEN R b D Z L W ARERE I
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77, A IIEIT. T OLGMDIDIZFTD & 3% L7~
BB ZRBR LD T, TORELHERTS
W2, TREBERETEIT o T,

B. st S HE B

FEFNE IR 76 B M, 61 mEFICUERD
BART 2 EFICEBIZ. RE44DOFRK
2 ZIZABOERZBD 5, WEENLFH
TMET 2RO, HAERT LMD &2ZMrsii,

D, ERITR L ITHEL TV, 745
EHE VRO CTHEICRY, FREERZRE
PR BILO L 512720 B¥ MRI THIEA
EEMEEZRO FID LBz, FHRIZ
NENEEE 20| MBEEERRHIC AR L
7zo 76 MEFICHIER S RO 5 biEM S T D
Ttk 720 | FRICRRIME 2 5% LIEL LTz,

C. BF3EME 2

DNAJBE BIZFMATTIII A RER
c. 279C>G (p. Phe93Leu) 2Rz, ZDEER
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