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Clinicopathological phenotypes of dementia and their molecular basis
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2. SNAP DEGFRIREZ
1) SNAP

BRIREY LS 2 ZFHAE 3 B\ L0 R s
(MCD) &3 l&ﬁénémmziﬁﬁf’ﬁ#smp 2%
35V, SNAPIINA A~ —h =L o TEFKIND
728, fHHT BN A< —h —OFE, WEs:, WE
DFERE, IEH - B OBEOREHE L W LIS,
FPEAIIZS 7 I a4 N % F89 % pathology-based
SNAP DO RIZ1E. JE ADFIAREZVE, x4 [ 53 A%

EoN %ﬁﬁ@ﬁ?@f)‘{kﬁf@"é REMREAZL V. JEAD
RISV D T 7% 0 FIHREIZIZIFAD & 7 A /8 F — %
TDP-43% ¥ /37 BLEJED D %o IFADS T A /N F—L
L CIEFEVEAERGRYH & 7 4 73F — [primary age-related
tauopathy (PART)] & WEGUERIE [argyrophilic grain
disease (AGD)] #%, TDP-43% > /37 JFfiE & LTl
R B AE M B TDP-43%E  [limbic predominant
age-related TDP-43 encephalopathy (LATE)] 2315 11
TV %o PARTIRERIC & 2 FRHIE 2 i 5L 22 f L 1Y
EAEWIFRAYE [senile dementia of the neurofibrillary
tangle type (SD-NFT)] TH 5,
2) MERREESERZEHRIAME (SD-NFT) :
PART fRE(Z & % Z25N4E
19964, HEF 513 AD & FIBRI RIS S

DAZE B O MR ARHEZ AL [neurofibrillary tangles

(NFT)] 2K 3575 AD&EREDEABE [73
oA FR&EH (AB) DiLAE] ZIFLALEREWVS
Y E A 2 BENRARER 2. R, I, 7K
) REHEE(ET (APOE) OBInFRIIZOWTIH
FRDADE L, ZNASAD & IZHR% L8 LWk
BHATH D LERL, SDNFT &9 X% fi
BLz?,
% I SD-NFT &
5 B2y o
SD-NFT & PART J® B : if M SH 3812 K & O NFT 2%
neuropil threads & FE12 504 L. KINHT B2 B I3 T
Braak 73D A 7 — VII-IV (limbic stage) (Z7%%47
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HI%E (SD-NFT) O CAl RZ,

(a) ZHOMBRIEHRMEEIL (NFT) 23D 525 BABEIEA SNV, MSE NFT (ghost tangles)
B0, (AkF I V-KF 147 VYA, bar=100 pm)
(b) ET-BHMEE T Alzheimer 3§ & [FIAED paired helical filament (PHF) #:% % 7R3 (bar =100 nm)

B2 iR LG AR IRR A (SD-NFT) (BRICHBRCTHEL 2
Wr S 7-pl) OB MR (T1 SRENIIR) o
G RO Z DU T 19 OB B & L% o AR TR BIEYE O/ IME

EREBD 5,

LHEAENL W (H1a) 29, NFTOEMEE (K1b)
RPHERE T DZ TEADT AV 7+ —L4 [3+4) ¥
— M (R)]. Cryo BB &S IZAD & FHETH 567,
— T ABIEAE IS DO WTIIBABRXIZE A LA LN,
7 IuaAf F7 ¥t 3F— (CAA) dEMICE Y
¥ %o SD-NFT % 4E#u(Z B L CHBL9 %5 NFT
LD ARY + T ADIDDRIALE DT 5E 2
722389 0F, AR B OMARICL - TR EIND
TR, 20144F, FEFEEL TV — T, Il
W2 NFT 2SN RTINS ZE 2 PP S50 A L. B ABE

(AB) IEZVA, HDVIIPBICHE T 2%, A
CPARTE MR Z EZRRFELZY. T%4bH, PART
(., AERBICREE L C M EESE IS LS A Ao
NETO A 5 SD-NFT T 515 %7 NFT i H
FTERUSTAWMHETH Y. [PARTHHHIZL S
FRHGE | AYSD-NFTIZR%4 T %5, EImHE 2o
Ty AD &I ) APOE e4 & \ZBHE$ 2, — €2
AERIZA LN D0,

PART/RIE L thDRIE DR  PARTHHEIC AD Y EE
BEPEL 7254, WEENICAD E BRI EhTw b
bDOEEZ 5N5, PARTHHID 29%7%% TDP-43 Ji #
%\ 31%705 AGDRELE . 6% Lewy /IMATHEL % & BF
352 L. PARTHHIRIZIEAE T 5 TDP-43 % HiiX MRI
L OWHERREIZEOEMICEHE L TWEHZ L &R
W EhTwai,

BRERAEMR @ FRERIZFLIEEE CTH ). PARTHHE O
TER2DSBIBERE D T ISR L T 5 11819 1B
SISO NFTASHEIN$ % &, Gl % i BBk RE s
BREREE SN (SR MCI) ., ZOBRBRIRICETL
SD-NFT & L CRL#l & N 5 RRANE DB R 12 52022,
473 5 TDP-43 (LATE) 9 BIL R o IfiL %5995 B AR J0
PERERE AL T IS 5 141517

BREMR © CT/MRITIZNIBIEHIEOZEMF A I
% (E2) W, AGD T/ e Bt (< P gE 3%
BB OEMEOIHFTH 52 DIZxF L. SD-NFT
TIE I BESE S L LB A R C D 5
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BW, BRHKEEOR EAXLETH S,
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ThHh b Rlid AD & B L TRIETH D 2022, LIE
UNEE PR 2 B B 4512 X D) gtk R dead A5 i
é hé 14,15,17)O
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grain disease: AGD) 2 & % E2404E
BEE 0 AGD & % \ N I ZESRBERIMEZRE (argyrophilic
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WRIEBIZ 3517 2 SR (4RY ) OEFEREIFML
L. W& ORAREDRR & 72 5272,
SAE  AGDDSERJFEN & 2 5N 5 BANEIX. 47
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—VI~NSHEEN TV S 29, R AN EHE S h
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PWRDBA LN, REFZLIELIEELAESTHETDH
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RRHVE D ERARN LS © BRI ELAA R R B & 2 0 5135

LCWBIRESFER I N TS ¥,
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W O E & B g 53435, LATE-NCIZLIEL
XS L (HS) ZfEv. 807 LA EofI kN 920%
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(AD-NC) % Lewy /MAJEE MBI IRTEAL 2 A 0F L
RIS L ATE-NCHIIZ AD-NCHI & ) & HEFTH
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EFMY Ry e BERICER LRESELZ L
(seeding) . X HI21%, EBRBWOMICHERET 2 &
BXPIIZARHE LIEDS > TV S e b 4 &
FEEIZIE. 5T LAV SEARICE S T ek
AR DT EPMHETLLTVAEY, L MIBWTYH,
ADXR PD TH LN 5 MEERNIZBIT HIHE DA R
B APy Z 7. a VX7 LA ViR EDRURNT
DIEBICTAEBR L TVE EEZ LN TVDEY S 512,
E MIBWT, INHORE Y VN7 HERWER
ZNIZHEH ADR PD 72 EOMHREM IR BN T Y *
VIR & FRRICAEA R 2253 L T b0 L9 22205 [HE

12725 TWh,
2) E MZHBITET)F UEOEERMBIEE
DABENIBT BT F VR —~A 5V ARAR
W& BHA (19994 4 H~20224E2 1) Tid. 7V
F v &g S za 321800, IRsENE (BFSETE)
Creutzfeldt-Jakob & (CID) %% 76.1%. Bz AHY 21.3%.
FESVEDS 22% % D T 72, SEEYET Y F » 96 94
Blix. 1BIOZEI CIDY % i & BB AL %
CID (dCJID) T®H 7z, dCID (1 LLaj D FRACHIHH
L7=61% 5519 5 & 15661T. £t o dCID @273
L # AROBINED Do —F. & b FIEARH R
EARIVEVOFEICEZEEME CID &, 79 Y A,
W, KRED»HZ G S, DOED S oL

R\,

HAED dCID BE T S - mEE, #ak
AVHBH L T 560 CTid&B2% Lyodura® (B. Braun,
Germany) T 0. WERH % 2 F 724121975~
19934E 12045 Ly 19804 IXICE =27 23 1 |
Lyodura® D ENZE D - 72198 74E LI 298 L T
W5, BAiREIZ1~70 (F1542) & T, BREOJERK &
7 o 7B EITIESS . L, AT Wi AL
SR T & TdH o 72.dCID FEAELE1X1985~2020
£ (E—=271219954E) T, FIEERNIT15~81 (F
56) WAZAT LTz, WA S dCID FIE
TOFBRMEIZ1~33 CFH13.5) £ TH o7z,

dCID I A CID DR E RIS T — 7
&L FIEIRSE CRE L ERARIR R AT 2 R T 7
= RNHY, T — MR 23, T5—2 Al
PR EEDL (B3) © T T — 7 BT
7 CIDJLEIE) & 6l — DRI 2 B9 5, —H,
7T — 7 RNIIEIAI 2 BR R B 2 S L R
FEARICHEAT B MREE IR (£ B LEH) 2R L.
FEHE AR DAL B b U R MR iR 2 R0 37
ICIEPPREE D D0 TDHRDIIEIZLY ., 7T
— 7 BNI V2 7)o URRICTH S S MRS, PrPaE
ZTFa F Y1298 BB X FF = v OREHEGARO L
PMEELZZEICEIDAELLZEPHLMIEN

3 IR ATE Creutzfeld-Jakob 3% (CID) DIET T — 27 Al (ab) L 75— 8 (cd) OIIIH,
75— 7 BT MRI LB R TR f OISR R 2 BB 5 2R L (). KIMEEIC Y F 7 2 R0 Bk
RTVA L5 B (PrP) EZRDS (b) (RIEZIRZE. PrP UG h, AR x40), 77— 7 AlE MRI$L#L
AR TR ICERES 2R L (o). KWMBEIZ PrP BEZ RO 5 U 6 BIZ Y F 7 AR RERAK PrP (k75 % 1F
9 (d) (RUTAZERZE. PrP fiiedetn, A% x40) (Yamada M, ef al. Neuropathology 29:609-618, 2009 9 X 0 5| FIg %)
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Z RO 72 dCIDBIZ D W THER R 5 F TO
BRI A2 A5 E11~254E 25 A LTHE D, 10420
ToBlxZmh o7 (K4A),
CAAIREHRIZE RPADBEE TALNLTEEATH Y,
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A ura mater —
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Dura mater
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REHE D BRI LA © BRI FBM & 2 o o+ Helly

W LI, SSTRAFERE D 24 B 226112 B
THNBEN IR (MG TERES) phst
BP0/ e A RG] OISR EEAS S ) . Fili o
CAA B I F CO/MIL 25-47 (P34 34) 4ET
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FEVWZD G- ADIESHBOBETH 5,

4) HEAMED AR —X[E CAA £ LTHEELYLT

Dh?
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Incidental CAA and
other Af pathologies
:;:,{: oy \-,b‘ P =g

b

AB

Age = 55 |Onset of CAA-related ICH

Age = 55

4 b FBRIRHRMEER/MAR TR, 7304 F B 7528 (Ap) WwHOMH
(A) BXU7 IaAf F7 X485 — (CAA) BIHEMMP I (CAA-related ICH)

DFEHE (B) 12H$ B WM.

A 55 RPUT TR LEIMIC T AR WEE (CAA. BRI AB iL51370) A%EHH S N7 MR Creutzfeld-Jacob
95 (CID) Bl (n=11) \2B\F B HEERHEA SIE T T TOWIRM 11 525 25 4124500 (Frontzek K, et al. Swiss Med
Wkly 2016; Hamaguchi T, et al. Acta Neuropathol 2016; Cali I, et al. Acta Neuropathol Commun 2018)

B /MBI A AR VR TR & 520 ) 55 i BL T TR AN CAA-related ICH % F89E L7261 (n = 20) 128B1F
% B RE/ANEE A 2> & CAA-related ICH F TOHIM : 25 4FA 5 47 41255 (Purrucker JC, et al. Amyloid
2013; Nakayama Y, et al. Acta Neurochir 2017; Hervé D, et al. Acta Neuropathol 2018; Jaunmuktane Z, et al. Acta
Neuropathol 2018; Banerjee G, et al. Ann Neurol 2019; Hamaguchi T, et al. J Neurol Sci 2019; Giaccone G, et al. Acta
Neuropathol Commun 2019; Yoshiki K, et al. Acta Neurochirurgica 2021; Michael s L, et al. Cerebrovasc Dis 2021
Raposo N, et al. INNP 2020; Tachiyama K, et al. Interdiscipl Neurosurg 2020; Caroppo P, et al. Amyloid 2021; Yamada

M, unpublished data)
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