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ICHERDFET 2 Z LA LM LT, Ak, ABCCO ERGIFIOZEFEIZ LD . Z DR %
SOIFELVICTHIVLEND D Z ERRE ST,
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NOTCH3 &5 ¥p.RTSPA FLITFCK T I C,
HA L #EICB W TOLED N HERT
bHN, ZOEFEITEKT HCADASIL Tl
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%, HEIROI (region of interest) T 7
FY7 =7 3DSRT (E+7 4 /LARIT 7—
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[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' <
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AR NRIEDOAH B L | R DACZ-rCBF,
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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
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BEME SR VB X O EEREITH LT
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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
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%) \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,
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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,
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infarcts

subcortical andleukoencephalopathy

(CADASIL) 72 & TR & S 2 MIEEG 242
ILS/6FEFN(80%) TR IR~ T2, CHIK « 7
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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
TV EHERIT 5,

IR OENT A TIEH D05, A
JEGHBEZEBETDHE, a VAT 4 v 7 Bl
JRfEHTIC K U SPECTH A2 D EHE 7
A Ry MR LR OACZCBF & O H &
REENR SN, 2D EDD RO
M S EDS, CADASILO M ZEH FERE D 1
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CADASILOMEE A EIR AR, il
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