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1. FESRFRENRESE, R, AL MA@, S5m0 NBfR%E S L7- pure AGD
diffuse form ®—15

RRIME 2, ZARFNT-°, gl !, LML !, SFmika] Y, RO E°, B e, i
o, RABIBRA T, EA:®

1) EDZZART =/ VIRt thAt, 2) M LR EFE, 3) E 7 4 YL~ R — LR pf
P EE, 4) REESRBTRE AL, 5)NHO i ] L I o 2 — iRt N, 6) Bl A AbiF7E
AT, ) RO E AR S FFERT, 8) i | LIDR S AR I S e [ o 2SS pf e e o R 272

(U)W ARG MR E CRIEL, W RATEIE /A BRI Of 4 L, Wi
PO B FEBR 2 Pl T #EREF L 72 pure argyrophilic grain disease (AGD) diffuse form DGEf]%
RIS, [R)ed K, IV BEIRICOWTIOOMNWR | LTS S 90 TJE FH
SRz mo bz, 68 o, Blse R CIEE 2 L5, TEXZ. MMSE25 . 70 F,
B HEUCIEIA T CRICMEEZE W, BT O TR HEEL LD TRT. EENEEL T
LR, TLF, ¥I2. BEICH I THFISL O ERLT L3 ALEII R RE T
AD k. HREREEHIFRZ2L, /2 TR EE O 58, Babinski {#fes, & &MU LD ZAE7 2L .
HDS-R21 s, MMSE22 i, il 2 J7 (B 5 IEf, Boston Naming Test A2 CIEZ, 74 AFH
A NT 7/7 NCRERUEZR L. BT IV — 135005, ZRIOFEHEDRZL. fIZIZEANT
TN RIGREDO TR L LT 00T, BREBRDEIZNRIGISAIRD 2 2 =500
AR I EF W, FFERITEE SO ERLIRITMER S T, 72 3, 72 B RO
SRIEIASIRED, /o F1d B R RER Ch iR M. B OGNS, AARDE 2L
THAEISE LD ET D, TADRWBIZEREOBMAIE A JEEL 75 2F, SsEE. 76 &, HE T~
. 77 F, ABt. 80 ¥, e, £ oM ELIOBOLNTFTIFTIVNE
IRV EFT IO EFNTERDLED. HFEOKFFHN 302> TWDA DY . FTLD Tilk
RO OILDHRMIEAR/RL. 81 F, FIENHRITRKDETRZFT. AR T, [Hif5]
MRI(69 ¥ R§) : A BN D JRHAE LT REDZEME. BRI T A7 D NERZE 2780720, B
WAz, WigL, F sk 2 1C 5 ME 13700 . DR ER ) [E E RN E 1,188g. FMEL CRITBABE IO
SNDZEME. BEDEBARR. Gallyas Yeto CRESRIERIZ RVEZ, MR CAL, MRS, F-
W N BAE], FETEAE], —UGEBNEF, FEATH/NE, peristriate area, FREZ, %, HHMAK
EEFRK LS, B, B, RIS . Anti-4R tau BT, RD3 &£, Saito stage
NI GFA ZRiBEZE, FE T, %R 7=, Braak stage IV, Thal phase 1, CERAD
neuritic plaque score 0. FrZ/EIZ CAA HY. LATE-NC stage 2. Tufted astrocyte, astrocytic
plaque, globular glial inclusion, FUS 5 #E, Lewy /IMAZR L. BHkEZ, WA ERNED, BVE, WS
CAL 2@ E DR MaliEHY. ERfsEECIRE I NMEESHY. FUT AL T ry T
64, 68, 37kDa D/ REFRDT=. APOE3/3, MAPT @ Ex10 MHij 20bp, % 100bp FTIZ (1
YRy 10 NO+3, +16 A& Te) R U7 U Mel. [#53E]AGD IXFEFHFR RN 35 CRIE
L, EAZEOHLEHEEL YD, 77, AGD 1X, AiEEMEEEEERZ 235480, st AR
FRIZHUNT AD DERZR DAY 7R BB - A R DSHERF SAL0 T WA A T D ATREME D 5.



2. CSFIRZEFT L% ALSP M5 : (LI a7 ) 7R B OB

BT IS AT 2 FIT i 7% B A U 25 B
L S 2

PR EN SR AT = A KT A PED I ARPE OV EAAE VB RMIE (ALSP) 1, #AEMERRIE A &7
H YO ARBENE AR R CTH D, MR R 27 oA R DOTERLE aFEED E 2RIH
JaDHBLE R ET 5, JRKBIE T CSFIR IZFRMRRTIEIZas U7 ITREBIL, I/mns
UT DIALRAERE BEREIC M TH DT | REBIT— R/ a7 V7RI EShD, R
BETIE, AP IR T LI ALSP FIRRFIZ 2R L I7n 7 U7 OB DR 8% ik
RHEEBIT, MBI N ETOMGRE Ra i Ex CHEEMEOKIF 255335,

[EEGT] 57 5%, Bk, FERNITHEIERL,

[BUREE] 53 BRI U B, 73— 0 = X ASOHER B8 e 2 e M Bl e 2 )3 T T,
FHER MRI TOVEAMD B DOZEHEE FLAIR @1 5 NS 0L K IR O IERH A58
IR IR D FRLIMIE S WSz, 5T kg, ST ANREE/RDBE L,

CREfRAT 2] BMEE 1,280 g, ATSATEMENLIC AE OB GOTHE(LEZEMEEZ R L, IMEOR KL
R OIEF L ZLED, KB Y Tl HEITBERHDNITOEANMEITIRI L, U BRHEITR T
Tz, MRS A TIE, B LR X R TR L, 7 VA — A% S, s
ZEMEEAL CIXHIR AT = oA RO FEE RIS 4 A oh, @ EAMAL ClEZ Lo
o7z, Ibal FafE et Cld, BREEAMEIALITIEMERIR 7 a7 ) 7 MEFE L | s B ERALIZIE
BRI EAE T DEA 2RO DO, ZOSA T HE A ORESCHFICLT LY
—HEFIREN ThoTe, RN EAREFEREBAOIZ a7 )7 13@HE J0b b 7e<
HFBREREE B LT,

(&5 FHENT] CSFIR ¢.2442+1G>T ~T AR HY,

[FED] RBIDOI7ar VT OFFREE L0 A AR BB T AR AT LB 2 bz,
ZNHOFT RIE, AR RBOREIZIZ7aZ VT HERE N 2R 53 5l REME A R 35,



3. [ PR BT SRS AR SR s AL iE (PLS) , KA B B 25 B A2 0 e i (CBS) 23 % 417- globular glial
tauopathy (GGT). -GGT DFRIFHERFHIART T I

HHEI Y, FEEmER T 20, B Y, R
1) ERERCRAEING ERAAIERT, 2) MSZATEE NIE SR BEbERE 540 & BNl ie e, 3)
RIS, 4) B8 - RC B PR

[1ZU®IZ]GGT 1% 2013 12 Ahmed, Kovacs HIZL0IR BHE S EEINTZ 4 U —b tauopathy T,

FVAT a7 E7 ARaHA RO /NERIRE AR (globular glial inclusion, GGI) DJERELIHZE 53477
5 Type 105 NNZHESND. BERIRIZZH T FTD, Pick #%, PSP, CBS, MND, PLS 72X% 295,

PLS/CBS DEHEG % R LT Fla & L GCT DK REFA AT T DERB 5.

UEFIFAE 74 5%, FELTIRE 83 skt

[(BURREIERIE, T4 oA FOFEFREL, BEO EVICKSEA T, 76 A FCELRF T
ITREEDNHEITUIZ 720 ALS ZE8bi H RBEid RN R 252,

[#IR2 RERb iR 2R T B MR BRI, 51 R CEIES T o7, IRERGES) HE FIXFITIER,
HEMRL. A ERTE#AL, BEREBNTEA L L, BHEENE, CAN=T ERO BT, 5
HEE) AT 258 72, [ PR3 ML e, A B OB Of; R, VU5 T, Babinski
WA Bt A R 7. A ZEMR-CRRME BRI 7o L. B F 22 L. f B Ol B FAR i D 7
Bo Rk . HDS-R 26/30, MMSE 25/30. MIBG /L5 H/M H A 3.1.

[ 178 i o DU 13 Bl s CREE), SREIEH\VE DDA T, FEECARERGEB) I M AR AT, s
NLEZFRD, 80 kM T HH D7 DR E R, 82 sk THE L. Akl 9 4. BT MRI Tl .LoaiE
Z G OT-ATBAE D BN OZEE, SUE T A EOE 7 R 2807, BIRHIIZ PLS/CBS Z&-72.

B ERAT L1 SEA R 2 MR 31 43, REEMME 1090g. WHRAIIC BN O MR A LATE, AFEZED
e EEEHE, ISR RARR D 1o, MR 1T R IRIC M, B, FEEOMRE, KM O AR, i sk
ROZEREERO T, AR L RTE], EB AT RE OMBBLE L 7 VA — A%, T
(TR, AR A ERO AR L7 VA — A, BB, HREE OB, KSR, HEit
W, MERESEIR DO MEA RO T, AP BRI T SER RS 22 M . BRI SR O ZoiiE, R bA TR mi M 1L ZHE L
IV = REFRO TN ER = 2 — ORI, ATS, RD4 fo e, G-B ESRYL (A ClIA Y=
FrRaZUT, TANaH AN GGl % 5GRb 7. FEREBE RSN, RE T A, R
globular oligodendroglial inclusion ®HNN%L, FHERTAMIBIC SO XD GBI H LI GGT
type 11 @27z, InfistEZE{ki%, NFT Braak ATS stage III, NIA-AA ADNC Not (A0B2C0), AGD
Saito stage Ill, a—synuclein <2 TDP-43 D44 (—).

[ R PLS/CBS 3L/ i 9 £ 83 FOIEHIT, JHELEANC GGT WLz, F
OE], HEREZENED T 72 MRS, HEOEMAFHRIIEE 257, GGT DREARE LAY A
Y RTIBFTIRNAY, UMN S mi g < L aia e A E O 2 b 2R 0 55 512 GGT 285BI H
FHZENRZWNITHE O o<t & 70D AT REMED RIB S U7z,



4. AQP4 [GHEHMBRERME A ~7 + 7 Lo —fl

JIRR 3V, A2, BIHEERY BRA)I—T Y

1) MSZATBOE NENZERRE MEEREEE IR NRL, 2) M7 o7 47 BOE NSO R
REER Y 2 — @linE 7 v A4 voysv 7, 3) KRIOREREBGE G /N LS A TR
B FEDoLoHIEEERE Yy 2 — T A v Sy e N4 F ) Y —ZFEM,
4) POZATBOE NENLRRRE A R U

[ix U ic] #HmiREH % (NMOSD) 1d, HEAED HfRE & B % % & 3 2 Pkt o B O %
BHETH 5, NMOSD of) 8 Elic AQP4 HifkGt: 2R3 < & 23kds T4, 2006 4F D2 Wik
ICHHAA T N7z, AFCHABIE 2RBOEIG & 72 5 72 D138 10 FERTTH 0, FalizEN<H 2
%L, TRBEER O FHIBEEGIE R v, SE T3 2oMET 5,
UEGI] e 71 ekt

(BURIE] 30 /e, AMRE % FRE, Z Oth. MIBAREZ#EVIREL AT v A Foor 2
% (IVMP) CHIEE N7z, 37 7%, MRRBIE 55 7 ol ~ v o EERES I L2, 57 3%, 2
HBRERR S, BEREEREE L 72, 64 K. RO Tl I % 7 E 22 MEEAI O T 23 HBL
L7z2d, —itEcd o7z, 695k, KEAL 725720 70 ik, SRR & A i oo 1R B pREE 23 H B
L 725, AQP4 HUARIGIE L FIBH L 72, 71 k. BEEKBEE . £ & v v e, PUBORE % F890E L 72,
IVMP %175 7225, Abt s HH. 2B RENEL, BEEXoZN<. Abte HEICHT L /-,
Ytk 3 Rl 38 43 CHIM %2 1T - 7z,

Uit i) B 960g, KMo PIIRAT R <X, MR TR L C vz, SapidE ez 2
LZf L Tz, BRI L ~ v gt ORI R %2300 7, BAMEAT R <. HfR o Kk
AQPAKIIZES TA b a 7Y TIC X MMM 7Y A — v 2200 7o, WiERITHAR L TH D L B
[AYEIEEBIMIR AR & & 2 7=, B0 T3 702’ ) 7T OEEL 2 v, AQP4 D534 5
Nz, BREFREZNTE Y AEBBIERE &5 2 72, T, FEii~ s iR, fi%R,
BREBLXOPLEICT AP r 7Y 7, AQP4 K% R%, Schwanosis # > Tz, —#RIC
DY VERERD T,

[(£5:] APlZeRm 40 F2RA—TBRES 7 40— LERITH 5, s X O,
AQP4 GE gt TR E L D IRE 220 . AQP4 HUARE NMOSD 175 L 72 Wi R & %
ATz HMHRRIE IR AE D72 ®, AQP4 A ERED R\ E TN T B 28, AfloGE—
IC AQPA IR 23R . AMIRZE DI L T 7z BRI TH - 72,

BiRZE I DTl ERFTR Z &0, BIES S ICRafTtd 5,



5. RiFGE FTD DERRAEIRZ /R L7z, Ok ATUREHREERYR O 1 {1

ATHfE—RR L, SBAIRC 2, JlEs— 1, BRHEE S, BaZE, RIS HFEEET
5, HHFFE, Rl e

1) RERKRFRABEE S ZTERE M NREERE, 2) DM ERE A RE ILFERE iR,
3) RBRRFRFBEELRWITCRE FAHELEE, 4) WATEEARATIZEAT I - thfERE
WHoEsrey, 5) ESZmEERE REBVIRILER £ Y X —, 6) KIRKRFEREFLEA /N RS E
FFERIE T &b 0 2 2 200 TNt v 2 — Tv A vy s - NAF Y Y
—ZEM, 7)) AR ER 2 v X — SAilnE T LA v oSy s

(8] ZEHICERTE & BRI CHAE L < FTD & 2Wr & v SR py 7 dmi{geT R %
RoF, B 16 FTHE L 72 0 F ABIREIRERN (Argyrophilic grain disease: AGD)
D 1% 2R3 5. BHEE] AR %, JWETERIZIAS < BB 05, 70 KE» S, BHIF
CR—oN—CRCKEIC 2 [Ff7 <, BRIEFBHVWAVHFR, Hudbozdb 2R 2,
W DFITHETIC L3, 2RISRV Z BN TIT R L T RE SR, 73 IR
Ewiz. (Mgl ] 28R IE% =T, Wikizz L <, b £V ITEIEE T~ 7 ~
7 L7k CH o7, IRBREENFIRZ L. W & L. EARSLEAEIR 72 L. MMSE 20
s GEIEFAE-3), HRmPEFRRE 76/90, #mifsRERE 90/90. [#%] AECcORITEH R
W, R, HE, BRAOTRLREBRAOLN, NEF—CROEANCHEYIE L, HilE
KR CEE 6 Bl ARSI Z 1T o 72, 82 iRy, Wi Bl & /N B A1TH Y. 84 7%
Kf, HRMERPZHE LT, OENICBY % 720 AR 7o pHET L, 86 iy, BE T
FHEEALL 7 RIHDOABE. W BTN EARER S v, TEERE+, Babinski K -/+, #HUHEX
B +/+, OR6 LS+, HiBIzIgha L. HHEMAE 280K, & le £, [
] MRI (73 j%Fp) « fll o HISEEE & WPk Ic 24 0. IMP-SPECT (73 j&iE) : mififl
SHIEANENC MR T v, CT (86 ikiy) « MMl OFTHALE - {IBHZE - /Wbki% - BB IC i
HY. bIrIchHEN. Knife-blade atrophy #7288 7\, Hlid#EE ICEM I v, R
M) EERTNE 1,142g. AIRATR CIZHOETEN X O 57 ChGES B2 b, IEBERR I &I
ZinLtgtaiilZ s v, REICEEOREFELZID V. MMANATR T, ATBHEERE,
ISHIERCE, ECE, btk WERK, BE 7, LI iams 2 i, Kl 5EM < BE
#. AT8 JettT RD4 51, RD3 [0 g % Rk, #5 CAL, BATRNE, 5
— BB - B =MIEER], B RUEEE, JeOETE, TEEIENGE, FEEMSE, B, B0,
WEEK, BE, PhKERMKEE, ke, it icilo 7z, Globular fuzzy
astrocyte % HiSALE, HSHIE, RPZICERD 72, mbktz, B isAlR], M, BEo
Gallyas Yt CHRESRIFR # 78 L 7=, Saito AGD stage III. Braak ATS8 stage II, Thal phase
2, CERAD neuritic plaque score A, Lewy /M % BER, KEMPREEHIKICE® 72, LATE-
NC stage 2. FUS M7z L. AiUEIERE, R % H 7z Taud6 Western Blot T 37, 64,
68kDa IC NV F &R0 72, [FEALZ W72 2 v ffE B BH T ld AGD #iffEs L8l s
7z. MAPT = T <, BEMIOREM Y 7 v b2 R0 3. [#EE] BKRWIC FTD % &
> 7203, JRERZER I AGD diffuse form T v, {RISEMR O 5@ W2 I T H o 72,
AGD TIIBEE 2 RiHEERZ 2 L FTD ICEEIL 5 %228, FTD X Y #F#Es R, Bl
b U CHlifgRaT s Al REE 23 5 5.



6. FRIKF WML B — MARIGRANETS o 72, W SRR (i i EL) o0 — 131

TR |, SR |, eI |, IR R 1, ATl R 1, AR T

D %a%ﬁ@ﬁa@zﬁ%zf%tﬁ HIRERTEL (R 7 LA S )

2) IR By REEARE IR

3) KBRS RFBEI AN LI EETI R R 7 b0 L5y T HEHEITE v 51— 7
LA S Y — A

[1FUIZ] 73 FERp IR EERRANBE 5 (MCD) TIRIEL, 2 HERICEIRE S —F LV = X AD
B, LE—/MARIEREE (DLB) E2 Wiz, 2fkE 10 4E0 iR ESRIER M2 B (AGD)
DIEFIZ AT 2. [#R]73 melks, MAACIRRAERE DIRLHE 2, SEODNTEAVHH
[Bl&rpotz F 7, HEOBHIKIENTE T, MU IRIED SR AR o7, T4 RITITIV Dy
N —R ORI FHEE A B B ITITEND IO, YEisi s ka5, HDS-R 26 5,
MMSE 28 ;i T MCI THY, Bt Tieaw, Ui by, Abd2 X IEH #PHAN TH-
7o 15 0%, FWBRZD, BB A CLAZEO LN HBLL, BEREE O A0/ Nl A
BATHERDT=. Dat Scan C iR EE JEAZ DR E BV IA KT, MIBG L35 T T washout
rate B TUHEA TR, DLB BeW Eigole. UNAF I ZBIGL, SIH372<7 o7, T8 i%tH
MOFDSDHREARL, BEARRNEIZEI 2. ZERRERII -7, ), 2o
T, INABBATIIBDY, FHFE LJ:UE{EH@J:T%ZI%b)m&b%ﬂt DLB <‘:L/“C}~/\:1
—/LBA%A (200mg/ A £ THY &) L7208, BEICHATICUEEIT o7, LR, SR anikaE
ROTEBEERITHEAT R L7, 83 ik, W FHEMTZ TABTHFITEZE, M5 I THL. [W
4 1950 MRI C 75 ik pE PR L, 82 iR ICITAANEE A OB K L kiR - i =m0 ZEHFE D
R JEHEITA 7R 7. VSRAD TS LI N O ZE BN O ZEHEOHEIT A ATz, [ B ] [
TERME 1,350 g. AERFT R CRRERDAFRITIRT-N TRY, BE - HFEZOBGHR T,
WAL S HIT RS OB EE A oD, FEGEl, A lﬂz{ﬁl |. AR FAIITIE Gallyas
Lo, CrESRIERI A /e AL ARz, i EIE], [AEEMRIZER® 5. RD4 BtE, RD3 F2M. Saito
stage 1.5/2.5. Ballooned neurons, Pretangles (PTs), Granular fuzzy astrocytes (GFAs) % J
HEIRIZERD 5. BVEIZAE D ATS Bk, RDA B RERLRIEED BV, PTs R GFA Hid
L. iFr o ARaX L T —BHUR TIER L U R E 298 CYL A DR T 2780 5.
Braak Amyloid stage 0.5, Thal phase 1, CERAD neuritic plaque score 0, Amyloid Angiopathy
stage 0. Braak NFT stage 1/I, Braak ATS8 stage /1. LATE-NC stage 1. Tufted astrocyte <>
astrocytic plaque, globular glial inclusion, Lewy /IMAIZZ2 L. ERkIATOZI T 224271
v T 60, 64, 68, 37TkDa D/ REFEDD. ZURHED & T BAMEIBILE TIZ AGD I THS
twisted ribbon-like filament Z§8 5. [ #%%2]a-synuclein JHERITFRD BT, Z DD ELE
PEZAI T T o T, élzﬁu@/\—ﬁ‘r//%xb‘i b BV A~ OB SRR PR O HE g 1T
2 VB SRR OMREREE 03B 5- L7z AT REME DS RIB S VT, AGD JiZE DT> T2 F5 %
1EIJ<‘:L7‘:7‘:&>$1K$E"J%$E IFATOCT D o727, KRR A CIERE/RIR A DR 2 HIWr 95
CENNEEMERI TH T



7. NEI AR EZEEE T ol VILEZE LML 704y 720t - ¥ a7
MM2T £ HAf

JURHZE ', FIHETE 2 S Y A 20 SO 1 FEEpiis  apbess 3, (e 3, JbA
He !l BEEME!

L. ESZAg - MREERITE 2 v & —EbE BRI

2. ESZIRBEHERE B % 7o0nbE AR

3. IKHRFAEATR & E N RE s

#S] MM2 HERMFAEE 2 o4 vy 74 b - v a7 (sCJD MM2T) o 6 c 1%,
PEITRR S X A ) — 7B THFEIENE & 77 ) 4 — 2 2534 5 h, i KiEE
TIHHBARESBRE CH 2. Sl 4 1%, RIARGEICHE WIAHI 2 EZMEE BE T ) oF
Y(PrP) b5 T I a4 FiE % 2 L7 sCJD MM2T il 2 #25% L 7= D THE T 5.
UEGI] 45 mipicRmIbE S, MElRPESE, EHAH, 2L~ —F vy X a2 B L7 N
Uit SPECT M ClIHARTEI CIER 23389 b 41, #fil D RT-QulC 7 T iE PrPse 235
AN BLPBRETIZa F V129 A F4= v FEESEOAER PRNPEGNEIE X 1,
sCJD MM2T & 2l & /-, REEEORKIC 54 W CBEIERT & I1C X W FEC L, fiRERAET 23
Ehi & 7z,

(e B ] PARAY I 13 4 1 = BE 0 Zfi A3 B % & 7z AR IS X IR R 5 X OFF
AV — TR CHRRMIENE R & 7 ) A = AREECTH o 7. KINE B X RSk 28 1
bEETH Y, MR L PP &R H o 7. BEHIETE S X OIS I3kt o
BRIRRSE 2320 b7z, &b BERNG L Rt r gt PrP Btkpo, ava—1L
y FROBELOFA7 70 v RETHETH - .

CHEGEY ASHER 1 IR 1 RERY 72 KIS % 7% L 72 B 72 sCJD MM2T T 5.
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