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leukoencephalopathy) %, FEEJR. KM, WEEZE, FRAEMEREIK T e S0 iERG L 27
B AITHHEE O BB/ NLER CH D, (1] ZOJRIKIX NOTCH3 151 DRI/ Y 7
YRTH Y AFUTE VT 2022 4 X 0 NOTCHS AR FHIRRAE MBI ST 5,

T, NOTCH3 BART DOIFEI/ N 7 2 MIEROELL LICEHEENSZEETH Y . Z ORRKRM
BEEOMIRG BTV RO RoTe, [2]1[3]1[4] Z oA, BAEBRBICK T 52
Wris L OMEHIREE O H Y FICHBRF 2B D TH S, ERIT, F YR &E s 2 0 ki &
DFHEFEITANZ . ANEERRD FUVRRZE 72 &, CADASIL A /R4 2 BRI AY 70 B AT L ASEE TS MRT A C
B BITZBEIZ NOTCHS SERFIRENRF SND Z ENEhoTz, L LBETIE., BRRES
R PIT RLASFE LAY 72 CADASTL, 5] 2 (X MAsi ZE D ZZIRIE DI & 2> TIRWFICHEEAT MR 72 i b %
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TWAR, AU 7 2 NI O I i ERZE SRl S Sr oA (H fdg A% CADASTL) & BHiEd %
TEVBRENTWD, [6] F7= NOTCH3BARF p. Argb44Cys /XU 77 o MIEERE FrlZHINGE) f
BCTEREEICRD LD, AN T2 b & OBENHRE I TWD, [6] RBE< 0D,
FRIZRICK D CADASIL BBFITIHWTIE, MMHIMIIANFEZE Il L CTRiCTh b, [7] 2 b DA,
CADASIL DIEBHESZ IR SE 2 EEARE AL TIEH DA, [EREF OREHRHIWC, IM2E b8 HE 2
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NOTCH3 &, I FigAfiialc B L, =00k Lk, & L CEBEDEF MEHERFICB 575
B ﬂ%@%&/Aygfhé [(8109] 2321 fHDT X /B Y . HfEs KA A > LRI
RAAL D 2 DI SN2, Mk KA A o C-ii & BN B A A > D N-s DR O FEA
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BET D, MRS KA A 1L 34 [E]D EGF £ Y B°— b (epidermal growth factor—like repeat, EGFr)
oA, 10-11 & H O EGFr fHIN U Ty RFEEHML CThHH EZ X bV TWDH, & EGFr NIZV AT
A VR 6 HFTEL, 3 X DOTANLT 4 FiES (S-S HER) Z L T RV BEOERESE %
o TWb, NOTCH3 ZAEMICHE ST DY H 2 K& LT, Jagged (Jag)-1, Jag—2. Delta-like
(D11)-1, D11-3, D114 72 ERHESNTWVWD, £D D LiMEDHKAEIZE G T 25 DIL Jag-1, Jag-
2, D11-4 THH, WITHNHNEMIBIZHELT 52 Jag-1 OADIMEFIRHMIICHREBEL, &6
’Wkwmmﬁﬁ%%%akwamwskhg1® R AFRD T2 & D, CADASIL DIRHEIC

BIFAHV T RELTIEEE Jag- L IZESR Y ToHND, [10]

NOTCH3 % =— K92 NOTCH3 i&InF1EEEHK 42kb THYLEAIL 19p13 [T L, T ORI NNY T
> MX CADASIL OJFIA & 72 5,
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o  MNOTCH3 &{nT ® EGF-like repeat (EGFr) FEHIBMIND S AT A L BE AU 7o b (cysteine-
altering variant) . CADASIL ®JFIK & 72 A9KH9 N 7o N TH 5,

o MNOTCH3 BAnT D p. ArgT5Pro /XY 72 M, v AT A IEB#E AT 7k (cysteine-
sparing variant) T 5725, CADASIL DJF[K L 72 BRI NNY T hTH D Z & BRI
TW3,

CADASIL B CTHE SN TV AN 7> hDZ <X, NOTCH3 OAMAASMEIRIZAFTET 5 34

® EGFr PEIICRBIT A I AR AR TH D, 1ZEAEDONRY TV ME, H—0 EGFr ([ZiLEd 5
2, BEHET 5 2 OO EGFr ORNIALET 2R T b EH D, WITNOHAE L VAT A U ERFEDOK
DB (AT A UEEN1OBDL. HHWVTLOHZ D) 2h726T VAT A EEAY 7 b
(cysteine—altering variant) Toh b, [1]1[6] AT A VEENRY T MIELoT, 3XDIA
VT 4 FiES (B2 TNTCH3 BIn1 & % /808 ) Z2R) 12X > TR TV 72 BEGFr @ & kA
EDSHRIL, AN BE~D NOTCH3 sk B A 1 > (NOTCH3 extracellular domain, N3ECD) o
HLan k&2 GOM (granular osmiophilic material) & FRIEILAUEEEMDOIEAIZEEE L, /ML EHE
REREELZN L CHERE - 77 THERLEZE LTI EEZ LN TN S,

NOTCHS AL T p. ArgT5Pro /N U 7 0 NME, VAT A VERIEOBNEN LW AT A L FERTHN
U7 bk (cysteine-sparing variant) T DM, ARFLD CADASIL FBE T H % < A LD RN
U7 v ROD—>Thb, p.ArglsPro SO 2T A L IERE AN Y 7 o MZEBWT S, CADASIL @
JRK & L THRE SN TWAHIEERL S22, BIRFRTHIAY 7 b Thd Lot a
LU ARELNTND VAT A VHERENY 7 2 M p. Arg75Pro DA TH 5, [11]1[12] L7=H
ST, WRMEOHENINETH DL AT A VIR AN 7 2 RO bNTHEIX, KEEHRE
fTU>, N3ECD D EFIEERC COM OFEZHOWCFHliZITO Z L NMEL D,

CADASIL HEIZERT D MTCH3 BAG T DRI 7 2 NI, 1 FEAEDGEE~T o AN T
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WE D, WHBIEDREHEESEANAY T FoflbH Y | BlRERICBW T, [RE#ESETHS
ZE AT LLBEREE(ILEZBERT 2bIICidhneEEZ Lo Tns, [11][12]
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BB ERT S0, HORETHL EEXLNTWS, [13] BRI ClE~T A MEOKRE
RN T 2 N ORERIIAHTH 28, /NLER & OEEZ RET 2ME L H D, [14]
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HEIERIC L > TRESE D, [1] ZoEROBUARTEL LT, MICH3 B5 1O/ Y 7
VENOMENEETHDLZ ENRINTWD, =& 21X, N3ECD @ EGFr 1-6 fEIk D> A7 A 4
WY T 2 N OEAHE TIL, EGFr T-34 fEID T 2T A VAU 7 hORAHEICH LT, INE
HRIE DO EIFERRN RS . EMTPEBRETHD Z 3%\, [4]1[9] L7=23-> T, MTCH3 &5
IR OFE R A2 IR T DB X,. RN Y 72 EBFEET D) 2Tl WY 7o o
NESCEESRORE - WEB L OBAEEZFMET 2 2 ENEETH D,

DD CERIRELYS CTlE CADASTL 23 % o 72 BRIZ, WA Y T DAy h ARy N Toh D, Exon 3
736 Exon 6 2 HULMNIHAEZNMTHONTEY . EGFr 1-6 fEIBDO Y A5 4 V@AY 7o b, b LI
p. Arg75Pro N U T v "IN END Z LR LD o7z, LA L. 2022 4R 2 NOTCH3 AR IR AL 3
PRIRIE ST BIX. MOTCH3 & An+F D4 Exon DR THOIND Z &N, S e L
TEGFr 7T-34 fEHIK D> AT A VE#EANY 72 EREESND 2 ENREL R0 BAED L < (XIEA
BB SN AESBIN UT-, 7277 L. EGFr 7T-34 fEI D 2T A L BENY 7 o MEFEHE NS
NRTHEJEE WD Z & TR, EGFr 1-6 fEIDO S AT A VEEAY 7 0 b OREH L FED T4
ERETHZILELHLHTD. HEEET D,

AARSCHE CTEICHASLND p. ArglbPro NU T v M, VAT A VEBE DR, ANY T
N &H 95 CADASIL HEIZEWTIE, BN I-CRs s N i 72 & o I EIR 2R 23 B 3L B, (ISR
RENZ L, LIRS T, YATA BT 7> BREO, Wi 5 dr i) 7e CADASIL @
BRIRR E X B DM 2~ 2 EnE v, (6] FomE (FrEINGE) CHEE ik, MET 5
EGFr 13 & EGFr 14 ORNZALIE T 5 p. ArgbadCys XU 7o RBFEFICE <. 2 Ok 4ERS %
SR CADASIL DAREHIANRY 7o MR ENT WD, [6] &5 Li-HilkzEix, REMOE (FifE
L2, HIMPERZE S B S0 0E) ORAEGIERICET 720, MTCHS BIRFIIREICHT= - T
. BEEMAZEHRT DL ENZEE LV, 728, p. Argh44Cys /XU 7 o MZESE 4% CADASIL %,
p. Arg75Pro /N U 77 b E[EIERIC, HIMERZE DS BSE G, (ABERIHRZE O BHEE DD 72,

2019 A2 EGFr 1-6/7-34 @ 2 /EOEIEKE/3FETIE/2 <, high-risk variant/medium—risk
variant/low-risk variant @ 3 5VENTT X ORFFE T V—TFMhH@EIh7-, [15] LaL7
MG, ROFEOHARENICE T 52 Y MEIFRIEHREES LTV,
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NOTCH3 SEARFIIRRAT I, CADASIL BWrDH I L 2 DA TH Y | BFRECEIE AT /2> 5 CADASIL
MEEOLN D B EITITEMANCHRTT SN D RETH D, [16] Fro, HFE~PEYIIEOMzEF (K
FEFE /M 2 5 de) o MEMME MR IE, RBEEEREE . RiJKA2 LS FEEm., [oEEFEIC
T, MRI CORKRARHO HEHRZE, 77 F (GERMIHEZE) | 0N 2 788 2 E 6] TR EE0
B OIS ERSND, AL THEDE p. Arg7bPro /XU 7 > MIOUWTIE, CADASIL 4%
M 7AEERRZE N Z L, HIIMPRZENHSLS> Z End . BEMETARITUE CADASIL 255 Z &
MRETHDZ b2V, EERLETHD, Fio, WYEAKRBEMEEBEZ RE T 5 FHRET,
CADASIL ZWr DB /2 T30 L7208, FHEEEMN 7221 T CADASIL 2K ET 5 Z LIXT&E e
RICHEFEETLOILEND D,

Jibd 75 RSO RR IR RE R 55 & FEJE L CUNVRVER T, MOTCHS &A= “F IR AL 0 Ji s & B B L 9
HWLEIN S B CADASIL B T, AR DHARMIC T TR CRIRE 2380 5 Z L 3D
L0, TN ERECTHEDOS WIERRNRERETH Y, FHEBCADEEDO A ZRILE L
T CADASIL Z 58\, EHIEEFRME~ETe = S ITHER SN2, Loy L, CADASIL Z/R"IE4 5
FIREEC Eak OFEHES MRT FF R, fLoERRA, AEYE RO 0SS REZRANICRHE L, M
ORI & AR & e & U2 ECTHhIUE, NOTCH3 BIRFHREDFEICE 720 595, 7277,
ZOHEITOVWTIE, CADASIL OB E 7efigk b L <X, £ &L 9 22k &l L7 fEsk
IZBWNT NOTCHS BAGFHIMENERM SN D Z ENEE LV, 2B, MAED, RAEEERESE . MRI
BT RO RV GERRIERE . FRCMBE T NTCHS BT ORI 7 v e ST
WDE D, FIERTZET B HID NOTCH3 BARTFHIRRAEIZ DWW TIE, BB (85 7 I TCADASIL B O
MG 5T A RERTEEFIREIL. COLHICEMTLONMEWEN? ] ) ITEEHT 5,
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o CADASIL (¥ P RBMEBIERE L 5720, FE~OEHRIEF EBEEREZENEETH
5, 2720, FEROBR - HITEREAAND BRENFER & STFHERZRAIE L, %05 HEF
EHIDRWTW DM ZBE L2 TR 57220,

o MNOTCH3 WEAGFHIMAE DR ROMIRIL, JRHI N T o FOMIERY AT A VBEHOFED I
7253, BRARER - BEATR - FRANRBIZ R ATHEICE SN TITH, £D LT,
HEZW & L TORERO TR TR OWTEEIICHAT 5,

o EGFr 7-34 fEID L AT A L BEHHE Y 7o h=° p. Arg75Pro /XY 7> b, Variant of
Uncertain Significance (VUS) Z2OWTIE, FHEFEMEZ TEICHR, BWE R RN EY)
7¢ A IR 2 RE T 5,

o NOTCH3 BARTFHIRA DORER O EIIL, MeH) e B OB R & U TALE ST, o7 - &
B - FELE - AR EAENE EOEE REX T, vkl Y - SR EE - BES
LDHEEFE~DOBR 2 a5,

CADASTL | Y fRBEME DBISIE A & 5, RIS NOTCHS AR DR Y 7 N OREHE O
1. 50%DFER TR — Y 7o b EEAET D, [11] (o T, BEARAA~OBZKEMIZB W TIL,
MAFHE ~DFELE AR 2 2RSSR DD, 72720, FBROMR - LHIX, BEARAADA
ARG & SFRESZRAIE L, MAHER &[RRI, RO RZHES T2 Z S5 220
TWAHRIZBEETH2MNEND S, £, BUROFM « Bl - BUROMFICHOW T, BEAA
DOMEBISCFEIEBIR S 2 B F 2 1o B RN E &2 BT 5 RN RO BIND,

EGFr 1-6 fEIkD v AT A U BE AN Y 7 0 MEI—RICEIRBR T, 2AEICI T 5 CADASIL FIE
DY AT IMBD TEV, Lo, BEEFCREIEDORIEFIIZITMAZERH Y | HEE PR EAE
D EIEE DEANZZZOWN TR, REARBEZENZ Y, [4]1[12] F£7-. EGFr 7T-34 S D AT A
BN 7o X2, p. Arg75Pro /N 7 0 R DIRHRIZOWNVTH . RIEARHRENZ N,

fERMAICH > T, F—"Y 7 FORAZFR CTHBRKRTAUIIBAZELRH Y | AN
V7V FORTTHRE —FBIIIHHETDHZ EEITERY, EWVWIH ZLICRHEBETOIVNERD D, &
ST, NTCH3 BAZFHIME O R ZBF IR A DL, [FIET S/ L] O 3ETiEHzRL,
FEAEAEW - BIEE 25U A7 Olg & LT, BIEDER - mEAT A « ZRNRBA L5 bH T
BENZE T2 Z L@ CTh 5, [4][12] BRI, BRI EE R ARLZHNR 0L D |
BIFEORER - BT « ZRNEIA L 5b® T, TEICHIATLILNENRS D, £, VUS B
SINTHEIE, TBRE TR E b RIEE b cE o) ZEZBRL, HAOERTILT
TERESEINIMEDO LD THDH Z L a2 LT, WERRBO 7y 0 —7T v 7 ONE
RTDHZENRYTHD,

ARG RITBE ST - CRER - F50E - IRIEZR AR EOBBIREICEEL ) 5720, RAOHE
B, ZWEEMR, ST RZEE X TTREICHAT 5, BUEEATHLD, BRUEHIX, £JE
(27 D BRI Ok 72 R OB A E L TE ST A& Th D, HEIZL U T, CADASIL @
RN BT ek, BN REET Tk T BESSEAORNCLIAEELE R
5,
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o NOTCH3 BInZFHIMAEDEZERIFIGE & | MRAR RIS U0 DB e AR 2 50 - 353
78, RIEMBLFHIBRELZRLET L7 747V FOBBRMNERREZRT 52 L%
JFAIE 5,

o MAENRMTII. FRADRIEEDHF L TWVLHRANY T hOFEMEHHTLE L
2. BARBETFMOANHEME, BFIBRADIRE, HapuE Bty - R 2B
L. MRHARO T + o —FtEE THEANZZ 74T 2 FeGT 5,

IESEMRED CADASIL ABFE OIMZE 2N, NOTCH3 BInFHIRE 2 AL LI2HAE. ETFEARNBIES
IZBWT, NWTCH3 BT DAY 7 M3, FEMEO S WVEBETFHIRE CRE SN TN DI E
WiRT 5, WIC, BEFEETHDLI7F5A4T7 v NOEBEOFESLKFEORAER RICESX
NOTCHS TBARFHIMAE L, ZWIEBRORAE L LT Y X&), BIERTRE & LT D X&) iE4
%o Rl OIBEE CRIERTRAE ) DB HMNORE~NEMESTREDLIHELHDIN, THLE L
FIERTIA & LT MOTCH3 BInFHIMEB A2 /L L CW=r IA4 7 > M, TOEHRAKREZ TH LT
WRWZ ERZ W, DEIEEANE TSIV, o T, UIDEBEZICHTZ-> T, TOEMKE
P Z TEICHIA L, 072 B 2R L7295 2T, T MNOTCHS BIGSFHIMAE 254 %
ZEMRDOND, TRBRBFEFICKT DFIERRAIL, AEENERNCHRAIRIETH D Z
CERBSEZD L, WL LTITON DRI r — A 2R E . ARADRA LT HBRISHIET§ 51
PR INDE T, TOHWERRT DBy THDH, [17]

FEAERT NOTCHS TBARZFIIRRAE O EAIRIZE & L C, @Y7 faRIk & ARG, BaRe 25t
B ONENAREE R D AN ET 5D, —HRANY 7 v BB S NG ET. REDOHEK,
FIHEER « Bh97 72 E~DEEDO T REM: & W\ o T2 DB AR AN E LSS, (Eo T, BEEKD
MWL, Zh o ommttzIEE R~y o) o 707 Fua—Fob L THME - dEL. 7T
AT NOBEMERERELEUET L2 ENEETHDL, ZOL D RIEEN D, CADASIL B O
T TR D IIERT NOTCHS YEARTFHIMAT X, CADASIL D HERRER)N B 7 A N R P E D2
KL/ ) T OWMGRARERMEE T, ZHWFEEEO L & TEMBMEINDZEDEE L,
RAFTOMATIL, FZRNOBIEZENH L TCWDHEAINY 7> MO (55 3 T TMTCH3 NV 7
VR EFOFRER ) L& B2, OCADASIL O HIREE & RHEENE. QMTCHI AL FHIMA D
FRA (VUS 2 Sz aid, THEES TR E L REE LB CE vy LI585
W, 72 ) | @B RRBINASE OISR, REZHHAT L, £, BRHUAZO T + 2
—FtE L, TR TA T R T D,

e S 1N S A o SN e A (5 1 Py e S AN i 7 g S s AP 3 DE AU AV \/Y A n s o W
Lok, B2 G EOZELAERE A OFEHOMIZ, LEESHR YR — M EFHET 5, A
V7 v BB ENR oG TH UL =« FUMIREIND K5 IO RS
RPMBIZI2D ZEBRH D, TR VIS BB SNEEAIE, R R IR ER O 2 7
A, MR ENLEL R D, Tbb, A TAT—VORRET, Byl 7
MAENCREE SN D Z E PRI SN RETH D,
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o OBIEHER (—IT 50%) DEEGHM T, KIBOIE & REEEOHADBLETH S,

o HZERT/EBIRATRE XM & MEENES T 5700, BEI T EY V7 ZRiHRICE 5
Wr& 45,

o IEAREPIL, FEM. MEGRET. MEPEBEEREOREAZZBE LoD, FER - ek
RS EHE LT 5,

CADASIL Db DHMEYR « HEEIZIWNT, RESRFIER ED Y 27 NS5 L) Pl
BT U A THR S CERD HALTW R, — T, NOTCH3 BT DRI Y 7 v MEHAZ OITE -
HPEIZHB W TIE, CADASIL A PREAAREMEBBIERE L 52 LD, T OB EHEE (—H&IZ 50%)
MEBRERRERD 9D, 122U, VAT A VERFEOEEN: D MOTCH3 AR T D EGFr 1-6 ik
ANY T ME, 4723 CADASIL DJFR E L THER T Hil, MWRESRETA VT VBB EZ R
TERZ LN TWDA, EGFr T-34 fHIRD N 7 0 b D—FIZ DWW TIE, BBERIMEWTRENE &2 +/
FEnTEB, [15] Z0Xk57 AU Ty MTOWTIE, MAEPOR/NLE ., 7 L CImaEtER
FMSEEREED Y A7 N T e LTIRADRE O LitZe, LR -> T EE=EKR
W) ELCREEMICEM SN2 NI ) HoREENLETH D, FmBNY 7 MEEH L
ZDN— K~ —IZ, CADASIL FBE DO FEMLEIL D bE L >oH D Z L0, HAREW Tk~ 72
IRRIEDOBREPEITH Ch L Z LA EMmIEtTos 2, RELTHMATH S, [18][19][20]

KRN« %= M= b HARRZECERINEBFHIREOHREN D 25H1L, BBE1v &Y
VT O EERRICNLETH D, ok, BEERBEEERZNGE LA RIRE IR
OB HOWTIL, HARER AR PR/ NEESTHEHRIND D, LB TIE7e HB O
wmemn, [21]

AR OFEICEE LTI, EGFr 3 @ p. Argl33Cys /N U 7 > MMRAH 25 BlICH T D5t 43 [BIO4E
WA P4, S WEME R L OB E S W TIlE SN =% FREIT A RE SN TV 5,
[FRFZEClE, 17 fOMRARRER S, R F 72 3B EIC A TRl b EHmE ST D
M, Z < OFEFITMRI AN ITINTHE LT, ARERITEEICHRINOMLERNH D, [22] F
72, 93 EIOMERZ XS & L-BIOM T Tlid, dEIRPICIMEIL A <> N OFIET 2o 7z & S
NTW5, [23] 2oL oIz, BRFRTIEL, 4EIE - HEICBIT WU T NOFEIZET 5'E
DENTET V AIFELR, LI > CHIREHEITIER « IR 23 i L <, A%,
M fERRR -, AR BE 72 EOFEAZRE LoD, GEFZ & OfBIRHERHERE S5,



O CADASIL Mgy L &

BER

o CADASIL (219 DARAIGIE I IIB S CHAL SN TE ST, fARKFOE R, Mt O F R
TBA. IERFEFIDIERDO L E 2D,

o MNOTCH3 TBAGF DIRHINY T 0 b T & THEN. ST R BRI IEBRIEII R FEE L2 Was, E
B Z L ICHEIEERPHIMY X7 2 82 BB THILENRD D,

e EGFr 1-6fEIkD I AT A VBHE Y 7 b p. Arg75Pro /XU 7 o F OERFH Tid, #TY
A7 % RBRIC, FHIL 0 AR E RO AR MO0 2, SRR A 2 EHIRIICAT O .

o EGFr 7T-34 IOV AT A VBEANY 72 MREEE OBEKRBBIZTEAZNRKEZ VW, TOk
O, WERERELART DD, WELSRT ran— % ERICRET 5,

o HERIRAIZMRI (T1 FEFHEERFLAIR HEif} /ToxiaHE R b U < IIRMLERAEGR) 2 AR
& L. BMIMLRIL arterial spin labeling (ASL) . #4ZE(ZJi UC SPECT/PET Z EHARIIZAT
Do

CADASTIL |27 HARATEFE LM L TR 67T, 10 & & B o FLIEhtin MREEIZ & 2 Idas i3
TBI. MERE DOMOSERRE 7 OE B, AR ORER O, AEIEERE & EIEOEOHEFFCToh
%o [9] L7ed3o T, MNOTCH3 BARFHIMEDFRER DA IESEIRIFEENIESND &V D T LT
FCid 20, BEFOREORKEIT, BEEBIOETY A7 0BRHIHES, 7+ v —iREOH
BlHWsND, [4]

EGFr 1-6 fHIkD > A7 A VBN 7 2 R ORAEIL, —MHIZ EGFr 7-34 fHIkD v A7 A v
BE NY 7 v MRAF LV b EIET, FIRNMAFREFRN R, BHEY 27 bENZ Ehb,
FHA S B e iR PR, AR SRR AE ORI O 7o BRI N 2. C . SR ER R A A G
BICAT D Z EMZBE LV, p.ArgThPro NU TV FOEAEE . HIMICEE LR S, FEEOE
WYL EZ HN5, EGFr T-34 fHID Y 2T A VR AU 7 0 h ORAE TIE, BEREOME A
ENRRKRENWZ L EEZE L, WERERLAZBT SO, ER - Wi - AEE RIS U B 47
T —%liIIERET ONENDH D, (4] FERE LR IMEITHEAEERAE L RI ETH D |
PR EERR AT & L ClE, HERZIETIAK HWBHILTU S Montreal cognitive assessment (MoCA)
OFERMENRE SN TS, [24] MRI B & LCiE, T1 SEFHEIE I L O FLAIR Hi{g CTHREZEHE OF2
B T 7 (ZEf) OB, AZEREOMREZIBEF L, T2+l b L < ITpb =R 50 7 i 4
(susceptibility-weighted imaging, SWI) ~C. Mdf/INii 2 & de HifnMHEHmAE 273 5, mATHE)
REDIRICIE, EEAIE HV 722\ arterial spin labeling (ASL) ASSCEEMHIE M L, AMIMLHTE 1~
JUSILAE SO T ORI b 28 2 A FB 272 5, [25]1[26] single photon emission computed
tomography (SPECT) <° positron emission tomography (PET) & MIM IS L OYEEEMGIZA H T
HY ., WL - BER O CHRETRICHW LN TERR, X< 2D 7 biE)s & HEE B EIC
T 20 E ™" H S, [19]

NOTCH3 FEAGT-DIFIINY 7o MREEFIZBW TS, — e/ N ERmEHE & L CEifE, b
PRI, MR, BE L SEMN T ORIEIIEECTH D, BEEMHLHT RV T2 &
HFOEHENFRY 27 2 FFBL 2 L2 BEIUEZ DMNERH S, [16] FiER. oo - K&
72 EORFRIERICOW T, @ OXHEFREN L E 2508, IEIUHIER 249 2 AN



T, TOESEIEEICHWT 5, CADASIL B ICB W TIE, RAMGERE . A Tk, we
R EDOZERIERDZHBE L 9 2D T, 2R - SHRAEEEE (RERNE, R, DAY
B hoovvU 7, UNEUVT— gy, FBEESTE) DHERIN S,
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10 Bz

CADASIL IX, EFOBEBTFHIFHTHAN OMES & KEHLER T ) A7 — 2 OFEREIC LD . ZOEE
MREILESINTND, VAT A VEREOEALZ M H NOTCH3 A1 EGFr 1-6 fEIR D /XY 7
ME, 4 72F CADASIL DR E LT EMIT DAL, BWIRERTA VT ABEEXEZRT LA
S TWADY, EGFr 7-34 81D AU 7 0 b O—IIZ oW TIE, RIBEBRMEWAJREM: 2R S €
W5, [16] WL UL, MTCH3 NV 7 v S ORI EZEIL.  ‘from rare to common’ —9 72
DHAVERTH D CADASIL L OBEIZE EFE 67, L0 — A2 ibza b O/ & . FRE
EDER#HANL KN DOoh D, Z 9 LI T, CADASIL X —#R72ERIG 2t & T 2K AT
1370 < ERHRERANYZ FT AL LTHMINDEMICH D, S HIT, p. Arg?bPro NU 7>
FR° p. Argb44Cys /XU 7 MR S 2 HUIEEREME 2 A3 53U 7 h OFFFEIX, CADASIL Dfif
Rt EEFYE RICS O R HEE2 L6 LT 5,

ZD XD IR BBESOYERIL, KD CADASIL W ORI D I 73 59 NOTCHS &5 IR
DOALE ST, FHROMR EERRMEOH V ., S DITIXERERAH SR ORGICE T
WEERIEFL TS, RS T, B THELN TV AR A L BRRERR I L, A
\ZHF D NOTCH3 AR HIRNT OEFE L T O 72 Ao G+ A+ 2 L 2 B & LTH
DNE LD,

AREEBIIA e BREERE LICHY | ZOHMBISZLEHINGD, Leh> T, RESIEEE
M7t ClxZe <. MBI GE E SGT 2 RIR E T2 b D TH D, FFEHT, 5% 0D X L7 HHF5E
DOHERRIZ LT, FHIZ CADASIL DARARHIRIGHEIENBIFE S D 2 & S HITiE, CADASIL B &
FIROUE - A A2 X 2 DAERMEMBN —BEHE SN D Z & 2T 5,
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