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PESRPERIE (argyrophilic grain disease, LA T AGD) &, 1987 4F: Braak HIZ K-> Tigglizgis iy [1] . U U
1t tau I LN Garyas-Braak Ytz htd &3 DRESRYLEAIZIGME L 70 % o L~ RISl D = o — 1 B LINE AR Z 4
3% (®1) . £72 AGD ORI IIETKGLZRICIREGT 5 Z & mbkif% F0Z balooned neuron X° granular
astrocyte <° oligodendroglial coiled body & #rXi12 7' ) 7HIBINE ARSI 2 Z E LN E 22 o72 [2, 3],
2002 A ZiE, = ORESREEKIAS 4-repeat-tau PEPETH D Z EAVREI, TR BRI (PSP) o KAMB I S ER A
ME (CBD) & & 12, 4-repeat tauopathy & L CHtEEIND K 5127 -7= [4]

AGD 1L, @il OFEAERCRIBEE 2K UAFHMNL LTREBES L B X DD — T, < OMRAEMIEEB L Of
BN 5 Z Lo, AERTIEIERE & & 2 DN DEIRBNBIINE RSN Z EHESNTERY [2] | TOBRFRET:
FICEFRCBEI L TR, RIEERZ A2, AREIL 60 FLATFIZERD HALDH Z LT Eh & S, BEOHFETIL, SN,
5o, FHHAE, MERLOEORSHENL & BhET 5 "EEtE A e L2 b O bR bivd [6] . AFICIIT H AGD OFY
RITPE RS TUVRLY,

TR AR IR 2 a0 S QR ERIZ 280G 10 Z L 0D | ARIEIE F 721 RE RHIOMRER E G 2 2R
KT DHDOIHEHEBZ LD, MR O R TIE, ZEOMBIEAZ ERL L, FRRea o yeta 2 il T
FTHUENRD D Z L0 b, HRPNTHKREERIER & 70D 2 LIFERIT D72 A TIEFREOMZESIT /20 b D L& 2 bl
%o Fox OPFTRHAETITN 10 a5, FERCFEC O ROMIAZ HIYE LT, JEFIA 3 IO MR BB
EARZVER L, 2 C Gallyas-Braak Yt SofFYetaZHifT L, AERTRSH SAL TR 7oK , ARSI R OHE
HiL R AR B O RN ORHEE B D NZ T DI M %1 T o CTE 7z [6] o ARl ZEostge a AR 37
DFESRIERIE 24 DIEFI 2 U, AHBERE, ZERTORIL, oM HREBIREO AL 2R L, S I
L DB, FHZAR L OBEDOF I IS X MGEEZ AT,

1. WEEUERT (86 FActt., RBKA, Gallyas-Braak it scalebar =50 um)
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1. fEf

B RS RAGEE AW AR SRR T, 2009 4F 7 H 722D 2018 4K & CITIEEMEN S-Sl 5 5, fh
PIPER PR TRE Cdo o 72 1347 B (B 823 Bl Zelk: 524 1, 0 F75 101 F, FH4F G 62.4+11.9 ) %)
Gl Uiz, SEC ORI S 628 B, HR% 387 fil, JRsE 283 B, ffkds LOVNGE 49 Bl CTh o7z, ARTODAETTIRIAIH
BetRin A L5 L OVE I BRESRA, BBESeIRbin DRI I 21T o7, AFIUIARF ML B S OAGREZGF T
%o
2. PHRRRESHIARAT

BHIORATERIRFO RIREIES, TEHFSAIC, flfar L & BT 20% /@ R/L~ Y A2 2 HfE2 6 10 BIZVEEE L
oo BEERIHNKRORIRGE At th, KIIXRTEENT, /NI ZEEIRT, B3 L, BEREA1T o7, RFHEE,
GHTEZE, MAsZ, rhulafilel, (EREE, BUskz, RdkiR, BUR. v, MESe5E], NRECE, BATNLECE, HEEE, /)
MR, BRE%, PPN, B, AERE, WRERDNS /T 7 ¢ AR ERL L7, ISR C Luxol fast blue-hematoxylin
eosin, Thiflavin-S et fifT L7z, S HICHIEHEE, MRS, FRERZ, UM, ZERGEEAIC. U ok tau (AT8) . VU
UV o -synuclein (LB508) . TAR DNA binding protein-43 (TDP-43) . S-amyloid (6F/3D) Hiik% v /=50
Yuth - Gallyas-Braak 4et0 %2 0iif T L. Gallyas-Braak et 7= 1 605 YLt Clittg ) Me b= 56803, SERIC i %
BN 2 &4T-o7, Thiflavin-S, S -amyloid 5D AT Conslitium to Establish Registry for Alzheimer’s
disease (CERAD) criteria , Thal 737%84 V>, FHRIFERHEZR L, L B —/IMARENT Braak 7)FH TR, mct&i7e
IV oA < —BHESREOFHI 2 National Institute on Aging-Alzheimer’s Association (NIA-AA) guidelines {2 CfT
o7, F72 AGD JNEDOHERFEL Saito D/¥EAE VT T-o72 [3, 6] .
3. AGD JEBIDfHT

AGD i & 3£ AGD JEBIO L, 35 KOV AGD JEBIDO B LRI DL & A —FEIZ A To 72,

w R

1. AGD JEf

1347 B, 264 B (19.6%. S 129 Bl i 185 fil, 46~100 ¥, FEIFHT- 80.129.3 F) 73 AGD #H L C
Ve, BURIRZ BRI ORG24 1IR3, SEC ORI 138 f5il, E#% 87 {5l JWFE 34 #il, fiFds JUMGE
5 Bl CTHoTe, BEAOBBRENCIT DERITEMN 15.7%, &R 25.8% TH V. LT HEMEL v FEICERR
o7 (p<0.001) . FERHID AGD HERFRAF 11TRT, MM THERS ER L TEBY ., 60 FLLEOA
PR 25.0%, 80 FLLEM 40.7% Toho7-, ARl FRAVE &IRbE TR STV =01 68 B, JRbE CIIshi STy v
VDS, FEHEDSFRIME & & 2 TN =Ds 21 B, BRI OFEEH L W DIEFIN 37 il Th -7, F7z 3 Flav/ —F
VAR LB ST, BRI D BRFENT 387 il (28.7%) Tod-o7-m3, AGD #iITiL 87 il (33.0%) Tih-
Too ik (626 TIEHEM 25 61) [Tl L CHEICAREEN S0 -T2 (p<0.005)

2. THRREEARIRTR,

AGD O stage (L stage 12841 A, 2723105 A, 373118 A TH o7z, HFABISOHREOT —4 23 2 1T~ 7, NIA-
AA criteria (2K B T /Y A =—IREDEIHZOWTIL, not ; 9261, low ; 64 {5, intermediate ; 71 %, high ; 37
BT o7, Lewy JWELOGNF2 51 151 (19.3%) . PSP36 1l (13.6%) . CBD, TDP-43 proteinopathy 734 2 f4i (0.8%)
TRD BT,

3. BOFRERL D2 G ORET

NIA-AA OT VYA ~—JFEOFHET not £7213 low THY ., 7> Lewy 7RO stage 73 3 LT, S HIZfthod
PSP, CBD, TDP-43 proteinopathy OEGFAN2V EFHIE 119 Bl TH D . AGD SR DR LLEIIRY Y ATREMEDS
HOIEGIREE B 2 Bz, 119 B, AERTRREE & I SV T BT 12 61, R2Wien b FHZERAE & RS



T 6 6, ASHPRNEIRZ A3 26155 21 Bl Ch o7z, F£7-4061 (33.6%) NEKTHY ., AGD &KickiT58
BB TR 33.0% L AEZT /2D o T7,

#*1 AGD Oin, PRI

Bk T it HHER
40—49 F 2 0 2 1.40%
50—59 F 4 1 5 2.90%
60—69 ¥ 17 9 26 8.90%
70—79 F 38 37 75 21.00%
80—89 ¥ 60 67 127 39.60%
90 ¥ LLE 8 21 29 35.40%
it 129 135 264

#2 AGDOFE Istage/y A, AOHHEE

AGD stage NIA-AA Lewy | PSP | CBD | TDP-43
1 2 3| not| low | intermediate | high

40—49F | 1 0 1 2 0 0 0 0 0 0
50—59%F | 0 0 5 4 1 0 0 0 0
60—69F | 7 10 9| 16 7 3 0 3 0 1
70—79F | 10 36| 29| 24| 19 24 8 11 11 1 1
80—89F | 18 49| 60| 37| 32 34 24 30 20 1 0
LE] 5 10| 14 9 5 10 5 6 4 0 0
At 41 105 | 118 | 92| 64 71 37 51 36 2 2

AGD., argyrophilic grain disease ; NIA-AA National Institute on Aging-Alzheimer’s Association ;
Lewy. Lewy pathology, PSP, progressive supranuclear palsy ; CBD, corticobasal degeneration ;
TDP-43 ; TDP-43 proteinopathy.
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TEEMEASE TR, IEMEC AARND A A S L TN D LI 720N, ZEDER B, ARSI 2 3 Tl =i 15)
&, REOFRROHIU—EDOHREIMNR S D LB BiILD, ST, AT 2 AGD OFHRHN 70 F L)
DA 5 Z R U, Fio, ZEOFEFRRNBMEL D @< o THMATRE L 0 BRSSO TREMEN
ERONIZ LD, D &b METIE AGD 2YRUMEER BRI OfERRIRFZ 72 > T D ATREMEAVRIR S U7z,
AGD D378 &G E AR MR & R TEE OBMRIZ BT 2 S TR SR D72 s [4] | Fox 13dash %o
LG, AGD, PSP 32 OHIER f1Z7e > TS AIREMZ R U2 [T] . S1ROFE R DIEFIOEFEE BT 58, Ff
(ZElinE ClE, AGD Z13 U &3 DR & KU S, BB DM OBLEIC S EHEESED D RE TH
DT EPREINT

AGD DEFAIHEEARIERIIRTEAMEI 2> TR BT, AWFETH, MIOZETH > THRPETT VYA ~— ik
EhisD & HEPHREDGRO BT, EO—H T, GOFREESIIVEGIZAhH L C, Mad 5 & 3REE, FSHRRHREED
BRI S CUHIER], BRFILIRD DT Y | BUMFRELCRRAWSERE, [otES AT S etk bR S,
SERE, AERTRBWOIEG S 255 Z L b, ZOAH=A L, BRI L XS BITHF2 3523, mEEER L
EZ iz,



ARG H NG T3 DI T, BIRIINCHH SN o722 & & LT, il CIIAERRRAER L ONESEE B T iRE L
TWZHEEMEDSIRN E B X BNDDITH b b, ERIERICT 78235 2 &7, EITHEMEICEH NS Z
R BEE LT, FERBRUCE] o TN D LB X DILDIERINTED DAL, FRT, SATREERC SinE: e SR LT
W Uiz &3 2 HIVAIERNZIN T, D7ans b9 I THAEE EMERRECHAIET T LT Lewy WRERA A3 DIAERIDSTED &
N BRI CHEATHEARZ MR O ATRRITAAE STV D b D L 0 ENTEWATREMNEZE 2 b s [6] . B RIM
7B MAADBME LB 2 Hb,

TEEREINC I T 257 B AR R X, SERIZEICRE £ 537 [8] | HRABOBWHEEOMIC, FHPHRZE, K
B OIFREF IR TR ) V— A2 5 B2 bivb, AWGEEED, FFFATICHT-> COMEE L CRlE
SOMFEAIRAT T — & AVD IR VEBIN SN E32ET BN D,

HFEBIRE - HHEF

ABWFIEDOILFIITEA 1L, B ILIRER A AT S A AR E O A e, SIS RS S > 7 —
FERENFL O & HSER|ER Th D, RIS I KOS EOMBIEARDIERZAT > T D YRE IR E OERRD T/
(RS EHNTZ L E T

X B

1) Braak H, Braak E. Argyrophilic grain: characteristic pathology vertebral cortex in cases of adult onset
dementia without Alzheimer changes. Neurosci Lett.1987 Apr 23;76(1):124-7. PMID: 2438598
https://doi.org/10.1016/0304-3940(87)90204-7

2)  Ferrer I, Santpere G, van Leeuwen FW. Argyrophilic grain disease. Brain. 2008 Jun;131(Pt 6):1416-32. doi:
10.1093/brain/awm305. Epub 2008 Jan 29. PMID:18234698

3) Saito Y, Ruberu NN, Sawabe M, et al. Staging of argyrophilic grains: an age-associated tauopathy. J
Neuropathol Exp Neurol. 2004 Sep;63(9):911-8. PMID:15453090 doi.org/10.1093/jnen/63.9.911

4) Togo T, Sahara N, Yen SH, et al. Argyrophilic grain disease is a sporadic 4-repeat tauopathy. J Neuropathol
Exp Neurol. 2002 Jun;61(6):547-56. PMID:12071638 doi.org/10.1093/jnen/61.6.547

5) Togo T, Isojima D, Akatsu H, et al. Clinical features of argyrophilic grain disease: a retrospective survey of
cases with neuropsychiatric symptoms. Am J Geriatr Psychiatry. 2005 Dec;13(12):1083-91. PMID:16319301
doi.org/10.1097/00019442-200512000-00008

6) Yoshida K, Hata Y, Kinoshita K, et al. Incipient progressive supranuclear palsy is more common than expected
and may comprise clinicopathological subtypes: a forensic autopsy series. Acta Neuropathol. 2017
May;133(5):809-823. PMID:28064358 doi: 10.1007/s00401-016-1665-7. Epub 2017 Jan 7.

7) Nishida N, Hata Y, Yoshida K, et al. Neuropathologic features of suicide victims who presented with acute
poststroke depression: significance of association with neurodegenerative disorders. J Neuropathol Exp Neurol.
2015 May;74(5):401-10. doi: 10.1097/NEN.0000000000000184. PMID:25853693

8) Hata Y, Yoshida K, Nishida N. Sudden unexpected death with rare compound heterozygous variants in
PRICKLE1. Neurogenetics. 2019 Mar;20(1):39-43. doi: 10.1007/s10048-018-0562-8. Epub 2018 Dec 18.
PMID:30564977



