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BT 3

TN 4RI AT ER AR SRR B & CHETR TR REBORITFE S 3E)
AL T T
FRAFEAE FVELMAE O R HAR 12 B4 % B AL IS
/NEFSFRR TR RSN SERT AN AR P R

TS

BN 4 HEFE DR IIE HEINAE O R EARIZ BT 5 EMZEHHC B W TR, 1) &b mBEEI
W DAL D BARPER/ NILAF IR Cd D CADASIL OE(EHFTE, FAMERIERIC X 2188 L ONEEREY
RUTVA RN —OREE, 2) BASMENM/NIERIZX T D8RSRV XL OYREEIR A O
S 3) BT IR EARPER /NI E RS OBRSE. 4) HDLS/ALSP DEAG AR AT kT AOfR
(ZHD fRATZ,

CADASIL O EEIFFEIZ DN TIE 2 DOt 2 L7z, 1 DHIL, CADASIL BH DK E X
Ik & AR FIE & ORI Z B O MNCT A Z E A HME Lo, BBl 4 Y 7 IR
(ACZ)A 1] SPECT MiEE 24T > 72 CADASIL BB 14 £ &5 L L, BB, Vo A%, SR, /MK
D 4 FHIRIC DV T 22 NI E B (REST-rCBF). ACZ A fif e i F:(ACZ-rCBF). ACZ 12k %
R it N B (ArCBF), M St (fCVR)Z 51|l L 72, SPECT AL LT DO &< H () EE 8 44
&R R BE 6 412501 T 2 BEM O A b L7z & 2 A, KD ACZ-rCBF & KD
ArCBF M2 R IEOBECA B T LT\, F72, A RREREC OV T, R SPECT
A% 2 FRCOEBEIRA N MIEOF ML | KD ACZ-rCBF, BIAMET 7 4. AEWE
BAnURT 4 v 7 BRR#ENT 21T o728 2 5. ACZ-rCBF DRI A B 72 BEN I Hilz, 1K
ORI FGMEIL, CADASIL Of%iE %38 9 72 DF R~ —h — L 72 D AlRetE RN R S -,

2 O HIE, ZEKZELEHERGE T 5 RIS HRE U 7-8EE MRI4,526 i % %% 5 R ET
L. {AISERRIFZE 2 3RO 72 442 BlOE RN, BLIOAERE RS E S0 Lz, JRIKEER L LT
CADASILG6 1], & i =P/ A5 995 56 61 &2 78872, CADASIL £ C i3 i i =P/ i 8 i R & b
LT, HEREOERNKE L, AN EPHESER 2 S ICED -, Zih 2 SOl
SEMR B A DORICEH T2 2 L Tiglr~—h— & L CORRMEN [ B3 25 mREMEN R S
77

RIZ, CADASIL (2% 2% AP O BIEMIFEIZ X AR5 (AMCAD #5®R) (2o Tid, 2022
10 AIERPR R Z ek Lo, £7o, AR, #E, 550 3 7 EIL[F T, 2023 4F 5 H 26 [FHER
CADASIL B&fF5t 2Bt 5 T ETH 5.

FTo. BBHERNE R OZKNC BT 2 B RS L O SRR EOF A2 et L,
NOTCH3 exon 3,4 OBIaTREIC LD 125 FilH 30 F CHEEE B3 Sz, B2
/L (COL4A1, COL4A2, NOTCH3, HTRAI, CSF-1R) @ X % i&{nf## T 20 %4 2 fiic
NOTCH3 Z #2723, 1 #llZ COL4A1 ORIy KD S 47z, BB Tk, 43 9 10 i
Notch3 BERDRERE M S, W & s 7/ T NOTCH3 O JREAE Bt S vz, &
B RAER X OSSR ERE L., BN N EROZKICAEH Th -7,

B LWDBAEPERM/ NI IR OBRFRIZ DWW TIE, BRAGSIEM/MILE R (CSVD)DFIRERT- & L
T, NOTCH3 & HTRAI 2335 H ST E 72, ARELORA CSVD OB FHIE ROMFTiE, 2
D 2 B TIZIRVN T, ATP Binding Cassette Subfamily C Member6(ABCC6)iE /s A R 258D 5 Z
EMVHIBA L7z, ARBFIETIL, ABCC6 BEHEN/ M523, NOTCH3 =° HTRAL &fn A RIZ X D
Jibd/ NS & bR U CL L L7 BRR R B A & D — 05 T, IEERYRA & K< 7e L EiERK
ICHERDFET 2 Z LA LM LT, Ak, ABCCO ERGIFIOZEFEIZ LD . Z DR %
SOIFELVICTHIVLEND D Z ERRE ST,

PRRENR A 7 = 1 A RZ2ff D BASMEONE AR ENAE (HDLS: hereditary diffuse
leukoencephalopathy with axonal spheroids) / ALSP (adult-onset leukoencephalopathy with neuroaxonal
spheroids and pigmented glia) (Z 2\ ClL, T DOBIZTERANT N T AOfNT 21T -T2, AFE
%, CSFIR AR Z RN & U, FRABEREIN T & EEE & 29 2 sl ANFIE RN VB IMIE T 5.,
HDLS O 4§ EFRE ZAAREITEFEE £, 2015 45 13 A, 2016 4£ 25 A, 2017 &35 A, 2018 443
AL 2019 4554 44 & 2020 4 65 N\ & HAMEMIZH 5, 2018 4512 HDLS/ALSP D2 L HEN
i, W7 7 1 —F 03ENL L7-, CSFIR OBIZFHIRAIZ LD, FHOI A A /K
By Z—ALT 7~ JHORKERE L,



WHFEoTHRE KA - BTIEATIERERE & O BT ZEREREIC F5 1) 2 kA

7K B ECAES
PN
AT

TR SRR R AR FBEE E TR - d%
BRI TEPT IR A TR RERRIT 200 B+ 2%
SHERFPRFGEFROTER - #d%

HE R
R ERY

A. WFFEHB

FRAFEIE O FHEIMAE LI, /A& |2
WEZ D (M/NMER) | RE NEZE &
VBN 2 11 5 e o (AR P PR i B U
(CADASIL) °FHH & B HHEIE 2 £
YRS VERNE (CARASIL) | ik
IR A7 = A R&E S BIEEDE AR
EE (HDLS/ ALSP) Z&E0R& EN 5,

TEARPERN /N IS P CADASIL O 55 HE 11X
ZINIELAE S A D ZE MV AT 2 B ik i 3t A
BRER 2 TH D, MmEOSPECRET 5%
A2 Cld, CADASIL Gl & b L C
MR BOSHEAME T LT A Z &, &HIT
CADASIL D 1L 4 B OAR T 1338 bR
fi F°MRITT O FVERZS N & AHBI LT
HZEPHESNTE, LrLans,
CADASIL D i R 0 HL T db 2 25 Hi s
JiE & B SOEE & D BRI ST,
FARTZPRY 2k THAESEY, ARBFET
%, CADASILEE IZBW T SO &
FEMGEMERN A T 8 O A HE & DB E A B &
WZTHZEEHME L GRUENLE
K- KEF)

F 7o, IEE A I LCADASILIZ LY
Rt L E Shvd, LasL, sk
VA MR T MR CMEE T
BE S, W EMERN R T b RS
DT EMbD, TS IERFEAVITEM 5 E
RS & CADASILIZ BT DA O BiEhiz o

FEARERZEG R AT - 2%
ESZAEBR AR JE & o 7 —Irri N - R

THHLE (CEK-EA) .

BARME M B MR AECADASILIT A TR M
105 NIiZE& DALV CH 5. L LIE
LD ) MMENTEOHESRZ LY, CADASIL
R & Z LIS D NOTCH3ZE OB E 13 ¥
FLLEIZE L, T U7 ADOFEIZI00A1Z]
ANEWVWIRELH D, EEICF A1, I
P77 FHEIE (n=85) OHT, 34 (.
5%) MHCADASIL & 2MWr s, BHEREN
RIBTH D etz s L7c. CADASIL®D
P B R AVIPSHE 2 AW 2R 9E T, s
RO ERE AR b Lz, L
ML, HIREA CCADASILIZ 3R B sk
DIFEL 72V, ZHVE TR X, mEES)
PRTF RARNLELTHDLT KL/ AT 2
Uy (AM) DMEPERGERHESEE 7 /L D
TR T 2z B X, KIMEAERA %
WESELHZ L, TOREHEFE LT, M
ERVEOFHESZ ZEE B RTEEAR AL D 4y
HRENE T bND Z L a2RE L. 22
TH 41X, CADASILIEHIZBIT HAMDE
Mk & HNMEOFHT 2 B &35 IR
BRAMCAD (AdrenoMedullin for CADASI
L) Rk 5 L.

CADASILDOJRIA & 72 5 NOTCH3 8 5 1
FUT300FEIELL EAFAES 228, AR ORI &
ZOEAIIE - il T LI o Tn D,
F£ 72 IT4E, CADASILIZ BT 58 s & %
iR & OFEBA, -2 F Y genotype-phenotype



correlationDTFLE & B BT 72 o 7=, Bz X
NOTCH3 &5 ¥p.RTSPA FLITFCK T I C,
HA L #EICB W TOLED N HERT
bHN, ZOEFEITEKT HCADASIL Tl
M DBEFE AN 2 & B el B & 1 AL
L7z, BCKIZIE CTIZ R K 72 CADASIL
VARNY—PFEL, SESERmMENH
HEINOOH LN, BInTEROREESE
DRIRICHIBEN S D Z L 2EET D L,
WESAOHENARICY TTE D0 E 9 2
RHBETH 5. 16-C, BARERND
(mmwm$%%ﬁﬁkbkia$yz%%
N AT, BARTFEE D KB
(mmwvax%)~%%ﬁ#é_kﬁ%
EChD. (NCVC - JER)

CADASILUA N OFE & L TlE, EARMEAN
/NI AE I R0 B INIAE O SR R B A T 7 S ¢
NEER LT, TOAHAEEREELT-, &
T2 R &R % O TR BER2 I o A M &
AEL7 (REACK - fiEH)

Flo. THVET, BRAFIEM/IMILE T (ce
rebral smallvessel disease: CSVD)®D JF A&
f5¥& LT, NOTCH3 L HTRAIZNE H &1
T&7z, LinL, AFMORAFIECSVDIC
BT, ZNH2EEFIZTRVT, mEF
\ZATP Binding Cassette Subfamily C Memb
er6(ABCCO)EIn T A RATRD H Z & 3
L7, ABCC6IER 11T MR M S
JiEJiE (Pseudoxanthoma elasticum: PXE)®D
KB CTh D, AWFFETIX, PXEIZET
2 i 2B 5 Sk L B o — & AR
FRHED LU A N — TR I 72 ABCC6%E
FLISE R A FSIECS VD DG PR B4 i vt 2
ATV ABCCO BN /)N 1L /8 7 0D B R 55
a2 Gk - /hEFF),

FRFEHISR X 7 = 1 A R & ff S BURPE O E

AMERERMAE (HDLS: hereditary diffuse leu
koencephalopathy with axonal spheroids) /
ALSP (adult-onset leukoencephalopathy with
neuroaxonal spheroids and pigmented glia)
(X FEEVERAE & 297D ARATEIE K
HRED R TH D, 1984 ILR D FE
RICBWTHES L, BIRAT7 20 A &
(SEPNIN PN S IEY AR e S )
?%if‘ﬁ’&fﬁ?ﬂ’ﬂiﬁ%@& T5ZLEHES
i, HEEBWNIIIWHAR 2R A E L
T2 ehb, mmmu@%%fmpﬁm%
Wrd 25 Z LIRS Tidlehotz, 20124
HDLS/ALSP D K85 CSFIRDIRIE S
e Z LI R BIn T fRE S 720 | &
BFIREIZ K-> THREZI— 21T 5 Z L3 7]
BE& o7, F£72. 20184 ZHDLS/ALSPD
DWHEEDNRE S, 2T 7 n —F 05k
S U7z, AMFFETIE, HDLS/ALSPO)1%
FAER 5T L, CSFIRDEFEI 22 EIR Y
(A 447V, HDLS/ALSPDJRIK & 732 5 2%
BART NI LERBNITHZEEER
&Lz GOk - i),

Ze5 1k

CADASIL D[ i SSHERFFEIZ DU T
. S RITRER L E R R R IR BRI T
2005521 H 72 520154E12 H ORICARGIEIC
TRHFEB L O T ' V7 I FACZ)A RS
PECTHH: 21T > 72CADASILIE# 144 TH
%, HEIROI (region of interest) T 7
FY7 =7 3DSRT (E+7 4 /LARIT 7—
X&) 2 HWT, SPECTHG M6 K
B, VAL BUR, /NIMOATEI DA <
[ZDOWTLLF D4 DRI/ ST A — 4 —
R L,

(1) REST-rCBF (mL/100g/min) :
AV 31 L 7

E7g Eh il



(2) ACZ-rCBF (mL/100g/min) : 7 &% V' <
X RATRFRE D EL I R4 it

(3)ArCBF (mL/100g/min) = ACZ-rCBF - RE
ST-rCBF : 7t %Y 7 I NAMIZ L DAL
1 L £ 0

(4) rCVR (%) = ([ACZ-rCBF - REST-rCB
F] / REST-rCBF) x 100 : 75N K
I

MRIE{EIZ-DOVTiX, 3D slicer (http://ww
w.slicer.org) % VN CFLAIRE{&: O HE =15
S HEI(WHL) & i IR A 2 JE LT,
Fio, BRIBMET 7 71388 2mmE B % 5Tl h
ypointensity ik & EF L. BAEFHAIL 7,
BRRIEHIXZIRE ) S L, 5144 %
SPECTH#R A LART DI A= JEE(H)BE  CREAAENN
FEHRFEIER AT > 72840) & MZAH R (-)BE

GEAEMERM A PR ERE N DN > T2 644) 1T
O3V, 2BERT MM B oD i A1 T o
7= MMZEFREE(HEEIZ DUV TIL. SPECCTH:E
ERUFEMOEE A X MHEE (A
FIE3S & ZHRIE14 DFt4%) L EEERA
N REORE MATRIER L, 440) 1250
T CHRRIN IR fRAT 21T o 1=, BERHIRNTIZIZ)
MP 14.2.0% 7z CGREIFSLER » K
),

CADASILOAHIEA A ERZAMFEIEL, 20154F
4H 1B 520204E3 H31 BIZ ZEHKFES
OB S e R R PN CERFIMRITEHE: 4 Ji
1T L724,52661 % %15 & LT RIS
L7z, 4420 CIRIEER A EIRE 270, £
D BLEAENSMmEL LD O3 196451585
bivlc, ZDJRKEEAZDOCADASIL @F;
MEVER/ NI . ONRER R, @R
B RIEMERE, ©FNAM. ©F ofhizsy
¥EL 7=, WNFRE L CCADASIL (6f)) & i
JEMER/ MBS (S6M1)  (AMISER: [ BT 22

RO, Thb 2HEOBEERLE LT
MELE, ARESRFAE, WERE, SEEOA
A ~7=, F7z. FLAIR E{E THEDR
B MUINEE T A~ OUTEED A, T25R7H
g Cil g FEPEEOSER (EPVS) | T2% %
Tl bR B EG (SWI)  CHIiM R Z
DA FHT=, EPVSIZOWTIEAENR
EOPIMIHB L THRILE (ZEKR &
Ao

AMCADRERIZCADASILEZ BT DA
MO E A2 2 L 2 Y
&I D HEIHAERCTH 5. 6041DCADASIL
B 2 R RICAMEFES G- 21TV, 180 H
BERRAT 5. FEERHEE B IXAMZ A
LR Uz, BB-BHAA28 B IZH8 1T Darteri
al spin labeling/(Z & U 71 S 41 5 AiEEIE
DOIRIMTECE TH D, BIREEAGE B I,
AMERT & i LTz, $E#T o Y Vi
(2 &0 R & D FVERRMERS DO HETBERER,
FHEBSPECTHIGZ X U 5FAl = A 2 4 ifiL ik
&, WHKRER ETH D,

£l W7 VT EECADASILL YA R U
— T, IR, CADASILERE DK
T =5 (HFm, MR, NTE, BETERE, thE,
SKIE, FIRIE, Wizsh A~ - OFEM, NOT
CH3BIn 1A RO 7 £)%, Electronic D
ata Capture A7 L T&H HREDCap (Resea
rch Electronic Data Capture) (ZAJ)9%. P
hilipst-BLD3T-MRIZ 4 L T\ S fitigk T
1%, Diffusion-weighted image, Arterial spin 1
abeling, 3D-T1-weighted image, 3D-FLAIR i
mage, T2*-weighted image % fixi L, IMEZHE
DR 772 &, BEIIFESe FE RS HEI
DT HFHIT 5. 24 HDOMRIT — X
R CHIE R B R TR L, BT
%, MRODERRAL IOV T, Montreal Cog



nitive Assessment, Trail Making Test, Clinic
al Dementia RatingZ17 9. BIEZHIMIT24
[H17C, 1000451 CADASILIEE OXdk% H 5
3 (NCVC - F5),

B SRV KO SR AR LTz
TEARMER/ INILE TR DFFATIZ DUV T, 2021
AR L0 MBEICERE LA ALY
(RS DRER R L LT, £, o
J—EIZ X HNOTCH3 exon 340D1&(5 1R
Bra17tvy, IR FVEINIE O SEA5 T
(NOTCH3, HTRAI, COL4Al, COL4A2, CSF-
IR)DBInF /3% W T, BT
4T 7=, CADASILEEV TR A & Fhifi
U 7o 51 D A5 E S AS Rk & FHV . Notch3
PURIZ L 2B EZITV, ZTOH AL
RREE L 72 (AEAK - fifiH)

B LVOGEAGPERM/ ML E R O REZRIZ DN T
X, SCER L B = —(X, PubMed CEFEMIZIR
LT, MBRNLEZT2HIZ, MeSH ter
m72F T, EOBIMHFELRE LT,
JEFESCHRC. PXED 2T AR e Ay 7- L, Jid
MAEFEEIZ RSS2 FEM 22 50800 & 2 s o
B Fm DTz, ABCCOZ HG MR ANFEIECSV
DGR EMEIIFHE, Fazekas grade 3FH
BOEMEAEMIEAL E L. NOTCH3 - HTR
Al * TREX1BIETAERNBRNT L 2 L

721%02. BV iR & S L CABCC6
BREBOTIEF 2RI Uz, CIR - /)
)

HDLSIZ DWW ClE, #miGmz s & — -
R— LR — T TA STV D ReE R
(FREHER) OHDLS » ZFaHE RS &L 0 &
FE L PR A A HEE T D,

YRR R AR B A A R S AU RN
FIE RN B AE 2 %[5t & L, CSFIRDE
BFEIREZIT o7, A —ikic k51

BB OWTE, BT Y — LT L OE
HPCRICEHDBETEORE, r 7 —
Ry—2 P —|2 L B RKHPHOWE %2
1To7 (BrK - )

(fiy BR M~ D BCRE)

BWRIL, HEEROMERELZRESD

RBOY LI LTz, BHESINE D IXIF
HCEZRS L CERm LT,

AMCAD #RI%, EEIFEERBRTH Y |
IRB (T X D7KGEF . BIR~DIGER)E D
HEHTh D,

TSN/ I R 3 & OV EIMIE O 85
FHEMT > AT DOREFAFFEIZ OV TR,
N7 AMmEREESHIE S T2,

C. WFFEREE

CADASIL DI i SUSHERFFEIZ DWW T
B R A RO MRIPIT R DU T BRI i
DOIEE(T5% vs 0%, p=0.001) EBHIAM:Z ~
T D¥(15.4£8.8 vs 2.2+1.8, p=0.007) THifE
M CHBEZAZRD, WIT b MR
THEIZZ -T2,

g 27 1 PRE () B & b 2% F R (-) B CIB L 3t
BENONTHEBITHKRDO A TH Y |
R DACZ-rCBF (35.6£9.4 vs 51.1+7.6, p=
0.007) & B DArCBF(10.6+3.7 vs 21.0+7.9,
p=0.02)D2 DD /T A — K — I ZEFEE(+)

HTHRIZIKETFLTWE:,

PRERAIIZ, SPECTIR AL 24F M COEER
AR NRIEDOAH B L | R DACZ-rCBF,
BRIBYED 7 T4 BEWAEE (WMH/IKFEE
W) 21T RAT o v 7 REUF T 21T
Sl A HEDACZrCBE D A A E 72
BN BT (A v X H0.44, 95%CI:0.02-
0.92) (RUEPRFZIER - KEF)



CADASILOAIEH FVE R8I, i,
P IR AR 3R, MR R L A /) i A
JRRECAHBEICRE N - T2, (EERmIRZE DR
IZCADASIL 24.0+2.3 mm, 7 IfiLFEPE /) 14
J756.8+0.40 mm & CADASIL T3 A Bl K&
< (P<0.001) | JHZENFEIDEPVSIZCADASIL
TIE6/6 (100%) . i EMERN /I i A2 99 Tl
13/56 (23%) & CADASIL TEFRIZED LI
7= (P<0.001) , WolX 5, MIKME~DITH:
X CADASIL vs. & i J£ ¥ i /s 1f & 9 ¢
%% 46 (67%) vs.16/56 (29%) . P=0.059 ;
B8 & 281306 (0%) vs.1/56 (2%) |
P=0.74 ; R ZESLEPVS 3/6 (50%) vs.44/56

(79%) . P=0.124 ; {ISAMR D H MR Z 3/6

(50%) vs.23/56 (41%) . P=0.68 & H EE%
ROl (ZERKEAR)

AMCADRERIT, 2022410 H (12, JEFPE S
Z5ERE LTz, 202396 H ICREBIZE N T &
RHHIABRTH S,

F7o. 20233 AT, ML B SR
FTHY, 202358 L0 ET 27 EHEE
CADASILL YA U —%Bilgd 2 TETH
%. (NCVC - FR)

BEME SR VB X O EEREITH LT
TARMER /N LA TR D FRAT I DU T, 2021
FA4H ~20224F3 H £C, 8561 (55+135% :
PEA0H) OBARFIRHTIKIE 252 T T2, 85T
NOTCH3 exon 34D EARMERE 21TV, 2041
(54.5+105% : HYE11H]) CNOTCH3%: 5 (R75P
541, R9OC 14, C93G 1451, R100C 1431, G131C
14, R133C 2, R141C 14, R153C 14,
C183S 141, C185R 1, C212Y 2], C224R 1
Bil) DT,

BAGT/SRIZ L D BTN X, 2045)
(i L C, 2B I NOTCH3ZE 54(C457S 14:
65i% 1, S773C 141 : 695k £k, FEAEAE

67r%) & b7, 1 (44ikictt, FIEFE30
%) \ZCOL4A1 DEy KRR Z GBI,

2022424 H ~20224-11 A & T40%1 (55+13
ik - HVE2401) (AR T A FE i, NOTCH3
exon 3,4 T10f1] (R75P 34, R133C 1451, C134S
1, C146Y 141, R153C 1, R169C 2,
R182C 1H) 278D T=,

20084F-~20184-E T, 43I i A %
Fhi L7=, 4341 #1041 TNotch3 D FERLIR
FEEGE T8 0 | 2B CNOTCH3 DR MEZE F
Mg STz, — 75, Notch3JERDIRFE FEREME
BT, 3361H 251 TNOTCH3 DFR A LS

(NOTCH3 C1372G) »3 @i Sz (REACK -
)

CHRL B o —Tik, S1EERhH L, 16
185G 2 5 8O 7o, SEHIFEIEAF B L41.5 (£12.5)
%Gy MBI MR U A 7 ORA TR
HE D> T (B L SE:50%., IR I93:16.7%.
NEE HLHRE:22.2%), Hx b 25\ O K R X
SN M ZE(13/18, 72.2%) TdH > 72, CSVD
2N T 2R f M T o AL T D 5 1%
WIpino Tz,

ARFFERPEDO L VA b U =Tk, 6fD
ABCCOZ HRG R NFERECSVD - fifiH U7,
VEGNEATHAEWER, PEFITEEG~T
RGP R DG~ T m B AR
F BT, 4/6 (66.7 %) THLAE A X2 M
M LR R AN 25 ) D IR IE DIAFATE
L7z, BRARIESR Tl 2 Cresnpénehs %
AT, £, FER - TR - ATEMEEHEE
X, ZNENS/6 (80 %), 4/6 (66.7 %), 3/6
(50%) TERDTz, — . BERAIFFEE LT I3,
Cerebral autosomal dominant arteriopathy with
infarcts

subcortical andleukoencephalopathy

(CADASIL) 72 & TR & S 2 MIEEG 242
ILS/6FEFN(80%) TR IR~ T2, CHIK « 7



)

ReEERE (FEEE%N) OHDLS - Z4a
FREORRE ST, 201541344, 2016425
%, 20174354, 20184F4344, 2019454
£ 20204654 & EEIMEMIZH > 72, 2020
FEDEMIBRI DAL, 20~295% : 244 30
~395% : 1144 40~495% : 2540 50~59i :
134 60~695% : 1047 70~745% : 34 T5i%
Pk 14 Thod, 30m~405 R OERE
DEEBDRAERNTHIN L T\, B
MR XA DT, REICAL o L
T oo BATIE A EIMIE D155 5% 156
(15%) \ZCSFIRIFEHI/NY 72 k%78
7o TRREEOHH Y 7 > R SFEE OB O
CSFIRJFI N Y 7o b & [RIE LTz, HEAN
U7 MIBFEIED I 2w A, 1FEED3-
bpRKZFEL, ZNDHDONY T2 M,
FERET v A2 L W CSFIROH Y Rk
PR LTz, o H—IEIC L Y CSFIR
DO IEELFN 2 FRD 72> o T2 FEFNZ DN T
CSFIRDEEFav—8Ezmat L& 25
2B CSFIRD C R Uiih sy R K Z [FIE L
7o AR T RIDOHIPHITI9kb L 4kb & | JE
BNz L0 BipoTniz, Bk - i),

D. #%%

CADASIL D i 1L & SO PR ZE1Z DU T,

4 Bl D fEHT 5> 5 CADASIL B 0 i 25 H JEE
(HFETHURIZ BT D ACZAMFRAK L I DA
TE@BHZ, ZORRIL, CADASILEA D
FRIRIZF1F 2 diffusion tensor imaging (DTI)
RBF-FDG PET (Z & 2 W/ E O T %
Wit L7 SE1T0FSE (Molko et al., Stroke 200
1; O’Sullivan et al., Neurology 2004; Tatsch
et al., J Nucle Med. 2003) {ZF /& L2\ &
FEAbND,

Jibd A 1 (O BE IS 81T DA A 2 M T

REt16mITH Y 2D 2 BIEK DA X M
1IROHTH -7, £z, MRIUZEBT B0
HUILSCBR A PE T 7 F D JRTE AL, e
JE(HRE & 2 EE(BE & DRI ClE & A L2
WMo Tz, - T, MEAEFREEFICE T
2 B O BRI SOGTE DK T ix, K TO
Jib 26 RSP IAE = 27« S/ I O FE BT
BHDEIEEZITY,

BARNZ O FJid 25 R (+)#E T . A5 SO
DIRT RS NIZHEIZOVWIEATH 5,
O L OORREMEE LT, HRZEIEBEIRIE
DRIk D ZEERE LV b8 < MEDREE
ZAFRT <L ED LD e fERIER IR R0
BHRIZI W TACZISNE D FEEE 3 im\ D D
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ACZ |2 & 2 i e B il & ArCBF), I SGtE (rfCVR)Z 7+l L7=, SPECT FRFE LRI O 25 H1
JEE(HBE 8 4 & IMAHRE(-)BE 6 441250 T 2 BRI ORI E 2 el L7z & 2 A HRD ACZ-
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AP/ N LR CADASIL O T-97 Be L b/ ) 1 7 3
VB OZPEHE R X D M R EigiE R &= Ch
%o WA SOSPEIZ BT 2 JeATAF%E Tld, CADAS
IL Cldoef R & bl U OO & SOSPEDME T LT
5L, EBICCADASILOMILE FOSHE DR R IX
RS REIR T °MRIC O VR 288N & AHBE L€
WAHZ ERWEINTE7Z, LML 5, CAD
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E. fE
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FOANBEREIR T & EEEIR 2 223 2 BT

By R K 2[Rl E LTz,

JEH Y
FRREHISR X 7 = 1 A Rt D Bt E AMERE
il4iE (HDLS: hereditary diffuse leukoencephalopath
y with axonal spheroids) / ALSP (adult-onset leuko
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W E% | Z B AR RIS 2 RHE S AU T2 R SEIE K
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mé& CADASIL CIEAEIZRKE L (P<0.001) . JHE
WNEBDEPVSIZCADASIL TIZ6/6 (100%) . & i
b/ NS CTIE13/56 (23%) & CADASIL TiEi=Riz
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NOTCH3 exon 3,4 OB THRATIC LD 125 ] 30 B CIHEMHEZE R S vz, Ea 2N
)V (COL4A41, COL4A2, NOTCH3, HTRAI, CSF-1R) O X 2 &{n+ 14T 20 %t 2 f5i2 NOTCH3
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BARME ' EINAE OS5 7 (NOTCH3, HTRAI, COL
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7=,
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