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1. ABFFEHO BHY

FR3 MR BE P LW O B IE & 3 0. ZOREIIN/NILE 2 H 047 % neurovascular unit
KEOVBRENTWS. BEOEZRDHOREZICLY, ZOM/NLE I EEEZS DR ES HEE
THfsh 585127257 (leukoaraiosis:LA) . LA (KB EEZHF.LETHENT, BAE, MiE
%, HHEREEOREICEREIIBEDLo TS, JREEFLL T, /NLE O BREE ORI,

MBI DBEERE, FRBZONTVINEERATHS. BEESELINTELT,

BR2ERFELRLI N TR, FiIZ, FREIZLA 28I TR EHEM N LERIBRESH
T3, BEER/DNERIZIT, FREEEEEREEFAEL LD Cerebral autosomal dominant
arteriopathy with subcortical infarcts and leukoencephalopathy (CADASIL)R, MBI AE LS
Cerebral autosomal recessive arteriopathy with subcortical infarcts and leukoencephalopathy
(CARASIL)E2S BN TWA, Wiht 20 {0005 40 TR ERERE CRIEL, BRAELE
3. Z&FRTit CADASIL 73 60 FHRLL L, CARASIL 25 10 %A, MESNTHS. LHLED
EREARRBEEE, RIRIIRHTHo7. BE, 41k CARASIL OERERELRFEFEL TGF-B
77DV T FREOEHN, TOERICHHILEHLMIIL. AR RIZIY, B/ E
Wk TGF- 77— /I NOENLEET B4 N EB. FHRIETIIAIICRITS, #is
MR NI B DBREE, BLOEREZBALALL, “TGF- 77— D3 7 F/VRE DR/ LE
A CARASIL" DR BRI Z 110, ThoDBIEFERD, MMM, B/ LE 125 2
LEBERIT 5. REBEL KPS RMET T VEEEL, REEFORNETS. &b
I, AEED RHABWHEORSL, (A~ —h—ORELEZBEET.

2. PR EBLVHE

O  EEENMNEROEERE (KE /MFEH)

BB HBREMR/ MO EREE D EERELERERINELTOERTREICLORE
EZWETT OKE, /NE3F). CADASIL OZWICBW T, Bz FHRELEE/NLE O
BT APEETHY. 201D, BT, I, ik, K&, BRER, MRI BROFHEE,
EHIZBITHEEHE/NNEROEEN T —F _X—AOEELITY. EbIZ, LOLHRITEY



—EARBELENTVEEHLHNT T 5. CADASILG60 B, CARASIL20 FlDEME BiEL
THN, ABOES, BRE{LEZRTIRED LAEF TRHOLYER DL FRIZIT.
RARBAD 65 MARTRBIE LA IEFI200 FIOREE BERL 5. FREE T TIZ CARASIL BV
30 FIOBKTER, DNA OEREKTL, Mot s, MERABEERBRICHLT, BYE
BRAREORE~OBNEBEVLE.

@  EEERNSRORERFORE (EX BE FE NFF EE
CARASIL TiitEVr7ar—BoREIZIVERELT TGF-B 77— 7 NV DTUEES|
TRIT. AR TIE, ZNLDV T FNMEEDEELETFNVIUATHRNTS. BFEEI
CARASIL DEFARYARFAEL TS, JLIZEFEREFOLHOAME L, 7AM
Y AT TGF-p 7 7V —S BED—2>ThHhs BMP T EKE1A 2R &I872, mEKRRERADHE
55~ A% F+5(Mol. Cell. Neurosci. 38, 417-430 2008). £/-FHELOBFELL, MENK
R TGF-p 77— 7 F A IMEILEBEFREVRAEZAVWS. ThoDOR/NLE
RETNUACTH/PMEREE SR TREFOBE, BIUEOBELTFOTROVS
FAGEERET S (FR). TEEOREFEREET A EMEHIT ALY, M. bLL
ITHRRALRZDRBEONLRVPRE TS (L) . SHIT, A THRBSNMEDZRES
M B RRET Y SHRSP) Z AV AR O RE L, KEMERERTF, BLUV I
EEOEMORIEMZS (EAR). ZNOHOMITICLELEINL L ERENRE, B-FER
158, BWA MRI ISR PRA L TBVER TEORERDD.

®  HRAEEMRMBEFERMIRET LOBRR (BN /)

FHRG O U MK A EHE L BBB ¥y AV, CADASIL, CARASIL OREF
TELPEA, bLUTTHROY 7 F/ViaE% modulation U, % 5 B85 kA BEFS £ 7 /L MR
HERER TS, BEHIOIKBBERETERLEATS. TGFP 77— 7T 1%
TUiE, bLIMETE 5. Notch ¥ 27V 2 E X, Mk ML R4 5.

3.2 EHDOREOHUE

AHTIE, RECE ELWEELER L. KELIL, ZORYHEETERD Davous HD
CADASIL Wi #e (D B ) Lxftb L7z, D Z#E1X probable 31%, possible 35%IZ0fL T, A%
HHAETIX probable 62%, possible 35%LRREMN LR L. /N, KB, EELIIBEBOBEYE



B/NERBBEESNIc Y 7T, HTRAL BRETFREEZRHFL, BRIIREFRENRN
FENBTE, FFNLOEER HTRAl O 77 —RiEEMET L TWAZEERERLE. /)
B<¥, foBRIZ HTRAL OBEFRB U AOMRBO RN IZID, TGF-p 77V —BETF XY
NI — 7 DREBEHBHANTTLEL TWVDIEERER L. 2R~ R0 C5TBLI6] RFE~D/ Ny T
A% N9 ETHED. NHFLIX 6 i 6 FH D CADASIL BEZZHTL, 13 #ild CADASIL &\
Bl R EEREITV. BRETR CXAB OB HEEREL, REURMENRKEREE T
FRLDNT U, FHEGIIANE M B Z 5 MBS (BBB) £ 7 VEER LTz, ZDT AT L%
WL Ty v AR (ARB) O BBBRHEHELALIII L, EALIY, MKENE
T#IZ, MIT2HEL CHO/IMERPEE LRV no reflow BEDREMFICESALH T, 2K
FRHEL—Y — BRSO MER 2 BEL, KR &L THERD rolling, adhesion DB &% R\ 72
LTz, FROIE TGF-p 7 A2 E2ITHR LM WA MIREZRHL, FHiRiLs =7 A2
ICEEE T, TGF-B 7 FABY =T AN AE A LIE OEEHEEHERFL TS EERLE. 2
NODRBIZXY, BEREDSIEDORKEAALIIIRY, FEA ATV —= T DR, HHEA
DERMBELNTNS. HEBENDS, TGF-B 7TV LIS/ IMER DA DR IZEA T
2.
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BEEHBEHEARERDHSEHAEERBHARESR
SERREERTHRESE
BRI E DR ORI LAREDRRE
FFIZF15H CADASIL DFLLEBHEEDRLHEICOINT

SHEWRE TKEF Bt AR AL E R R MR AR
MRGHE HMRBAT REMIIEMKERIERNTE
KEEAF REBMIIERKERERNTR
EFH A AR I ER KPR N
BJIEZE R I ERKEARAR
MREE

PEFRFV BTV = Davous IZ & Y CADASIL DU U & B A= RN/ LB O R REME R DR HA & 1B TE
DOBIRIE TR L7- 37 LI EEYE D 2 4 M4 % B2 CADASIL L 2 L7- 26 4 THaf L7-. Davous b
DEAEIAF CADASIL #l TIImERIE, MEPAEREF DS D729 probable & possible %&b
FTHZDOREIL 65.4% LK o7z, —HARIMOERIZE U TER L EFEEIIRE 97%ThH Y,
COEEERANVTIRBAS R YV —=v I FRETH 5.

A BIREN

CADASIL DHEE LKL NOTCHS BIZ FERE T
IXEFEIZ X A Granular Osmiophilic Material
DEEIZL Y 72 EZNTW5. Davous IZ L W RE
SH7c CADASIL DZUEEEZ D L AFROFE
SE B IXERAKIEF] & b~ CTERREEDEV DD R,
HLINDEFNHY, REOERBIZAIL 2
WEERNLETHo7-. SEEEFBEERLSNE
/NI B 97 D F RERS P OO BA & TR IR D BA R BE
TH LW W (BHEE) #ER LD T,
FORYUM% Davous |[ZX HBMEAE LR L
THRETLT7.

B. WIRAZE

xt5:1% CADASIL LZBrL7- 22 K% 26 4
(Bt 12 4, &tk 14 4 F¥I4FE 53.4110.3
). T b DEFDBRKERNOERAMEIZZ
DOBWEEDORRE 2 R7=. MEHEMEITIX
Mann-Whitney ¥ 713 x ZRBEZHV-.
(REE~OER)

KR LENRFREBZREROKRBLEIER
fERIRR RIS 2 B FAEIT O HIEICHE -
THHAL, REEB{LETTo .

C. BIREKR

Davous E#&THH ORRE L 50 mEL T OFE
FERIE 54%, FreHY R PRRAEIR 2 £ O I ZE iR
1€ 62%, FEEM 52%, 5 OfEWR 23%, WA
E 50%, RMZEFfEBRAFZ2H S 720 42%, HH
GEEEREER 73%, REREEZKL MRI
TOBRERE 100% T, LWrEEDRKE TR
% 31%, probable 31%, possible 35% & 721,
probable & possible # & HHTH 65.4% Th -
7z. (&1)

BEHEESEEOREIL 55 MU T ORE
1%, RETHRME, #EEREED LI
PEERBREE 69%, MRRIEIR % fF 5 BNZ hARFEME
65%, > DMEIR 23%, HEANE 52%, EHEKE
BN 81%, MRI/CT TRIGEE % & To K
BHERZE 62% T, BIEFRELIT O RIORKEIL
probable 62%, possible 35% T, probale &
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Kuriyama N, Nagakane Y, Hosomi A, Ohara T, Kasai
T, Harada S, Takeda K, Yamada K, Ozasa K,
Tokuda T, Watanabe Y, Mizuno T, Nakagawa M..
Evaluation of factors associated with elevated
levels of platelet—derived microparticles in the
acute phase of cerebral infarction.. Clin Appl
Thromb Hemost. 2010 Feb;16(1):26-32.

Chena C-H, Mizuno T, Elston R, Kariuki MM., Hall K,
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Nakagawa M.. Autonomic nervous dysfunction
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Mizuno T, Mizuta I, Saigo K, Hosomi A, Kasai T,
Nagakane Y, Makino M, Nakagawa M. Hereditary

#£1 Davous iIZ K LM

cerebral small vessel diseases in Japan: CADASIL
and NOTCH3 non-related CADASIL-like syndrome.
14th Congress of the European Federation of
Neurological Societies, Geneva, 2010.9.25-28

AR Moh. B8 BF @R BAF.5H 5L,
K& B|AL.EBE E#M. EWL B, KE B8,
th)ll IEi% CADASIL fEHIIZE T2 M MmE LK
nEOOERGH. £35EAXKNEDEELS
B 2010.4.15-17

KE B, R BF.HE ZF. 1UE X5h.
EH BL.ER Koh. k& JER.ERE EH.
Bl EM. ®JIl EEj% Davous [Z&% CADASIL
UHRELEDRYMIZONT £ 35 AR ARKED
PLes M 20104.15-17

Bl M. KE B, EH 5. BHE EF.
R AF. LA B, EE 7. EE R
BEERTETOVRIEFELTOTGF-B1{E
DEEt £ 35 EEEAKNEDRESLS BE
2010.4.15-17

E SRMESEOHEBRIKR
sl

F. fREEERRINR
sl

#£2 BEMER/NLERORBBFOME L

Definite | Probable | Possible e DO BRR BER: T
RIEFH 53.8% 26.9% #IEH | Definite | Probable | Possible
BiZErhiRFE 61.5% 38.0% FEAESFHD 70.8% | 96.2%
RS 52.2% BE THRBME | 69.2% 846% | 92.3%
50k 23.1% 23.1% EARREBR,
BoE 50.0% 50.0% | | PHERRMRE
B ERETF 42.3% s57.6% | | BETEREME | 65.4%
REHR 73.0% 15.4% | | STSUESELE 52.2%
BRHE 100% 100% 3 AR 23.1%
B 30.8% BEER 80.8% 92.3%

30.8% 308% | 346% | | FRPE 61.5% 100%
o 30.8% 65.4% KR 0%

BB 61.5% 61.5% 34.7%
61.5% | 96.2%
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HMHAMREERTREE
Rz MR/ I B E D IR B FF DFZEA LB A DR SR
CARASIL ® MRI Ei{g (ZB¥ 58

SRS mE EE2 HRRPRTARAAEAR
BMREhE Hig 5 B X ERAERAERE

B &k BEHATHILEE—

T e B &5 K fm

Fiu #x FHHTRAR

i wRE B B 7 37 5 e

R #- EEZBXFRERN

#K AR EEEBXFHENT

NEFF H HRXERARMEGHP)Y - 5—
MRER

AWE TIL, :BIEFHRE T Cerebral autosomal recessive arteriopathy with subcortical infarcts and
leukoencephalopathy (CARASIL) LFETE BT LT-fEBI DIEER MRI ER DIEBRE LEMREZMMTL, £D

BEoBdsIUELEABEREME ORI/ DT K THSD Cerebral autosomal dominant arteriopathy
with subcortical infarcts and leukoencephalopathy (CADASIL) &M H 8% {T-7-. CARASIL FEHITI,

Z 3mm LUTOERAMEAREZHES KINFEHEERLES SUREEIERE, AISERME, SaRE, Ml
mZE£HI<EHT-. CARASIL EHTIX, —#HRICEALCEEREN, BABEESICETLTREESN
THY, FHOETEELIC, BESLURBIAERTHEMEZRD . £, ETHID CARASIL FEHI
T2 5 Pl KRB Al ~ h/MEBI DR ZE (X, CADASIL TOFHEM L, CARASIL DERE

D hallmark (2725 el HEMA HDHEE R T-.

A BIREN

CARASIL [IHZBHELMHERME O R/
R THSD. CARASIL DEEES MRI E{EFTR &
LT, EAGKRBEEICMAT, RISEEATER,
ABICT2ARES TRESEETHILHR
E£ShTW3. ChioOMRIE, BEkEY
B A= 10 B/ B %5 Tdh S CADASIL L3E{RIL
TWS. LAL, BEFREICEST, BN
FETESNT- CARASIL EHIZDWNT, £E&FE-
1= MRI Ff R DR & (L7300,

AMRTIE, BREFRETEHAEESN
1= CARASIL fE D EEER MRI Ei{§ D%
HL, CADASIL tDHERETRT EFBHE
L7-.

B. IRAE
LERAGKREERELZEL, BEFREIC
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&KDT CARASIL LREERZHILI-5 KRR 5HD
EEER MRI E{EFINEL, T2 BREB/S LUV
FLAIR B TOREES LEM DL THE
#{To1=. F£1-, BED MRl EEHAAFEIEE
TH-o1= 2 HlIZDT, ENLERTLE:
fEHrLT-.

(REE~DOER)

£EDNA (X, +9LA127+—LFaVEY
F4TV, AEEEEMRLI-LT, KM
NERALHHELTEY, MEBEEOMEIXLE
LY.

C. IEER

CARASIL FEHITIX, 2 3mm LI FDZERR
BEHEIAMESOERLES LU RTEEEA
B, RISEERTES, SEaRE, fuhtlmE 26
[ZEB&HT-.

CARASIL FEFITIZ, —#RICGALAER
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1T D CARASIL fiE I TE2 8 % o i A ki
B E A~ ch/ B D FZE (L, CADASIL
TOHE M%<, CARASIL DEZREND
hallmark [Z% 5T REMEDNH .
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EEFBHEHERREMhEE NRBERBARER)
SERREERTHRES
R/ LB A D R FF OARBA LA RZ DR
CADASIL O)iRREAZEA (BRANFE O E R EEPT R D f247)

SHEMRE N W
MRRHE FH B2

WHE BE
MRERE

BEXERER £HHFHASE SERNHESH

£
il

A TO CADASIL REFTHEMLTNEEDOD . TORBEIMRBPSA TESTIRABELGL. A
1. ChFETEHESN = CADASIL FEFIDERKBES S VHRERREMRITL. CADASIL DFERBAOF
MY ZEEE-T-, CADASIL ) 4 KEERD—DOTHLIRMEL. RETHOAELTREMOREEE
FHCEMNBALMELE ST, CADASIL OF-LEMY—ILELT, RREREAV-LEBMETO
basophilic submicron granule (BSG) B R TéHo7-, BSG [XEFIEMBTOD granular osmiophilic
material (GOM) [ZHE4 L, KD CHIRE AL S EZTH 5. £1-. BSG(GOM) DAL FROARITIZ
&> T CADASIL FREEAREAD B AL BAITHLDEEZ LN,

A BREM

CADASIL DERERREFERMRZMMTL. TDH
BEHESHIZT B,

B. FRA &

a. ERER{R: BAED R

BEM 11 fIGHEE 1 fhaRel . 2ok
HEEOHS (REME. RETERAL:. *
f=. BIRBORFERRENSHEIHELERD
EEEREL
b. Basophilic Submicron Granules (BSG)%H
WmER N

BSG (&2 MMEIZDLNT 2010 £ 1 AHS
12 AETOES 13 Pl RICHEE(RILT=,
BSG . BFHEMBTO CADASIL HEMR
Granular Osmiophilic Material (GOM)% #:2
FERETHRICBMRISIAZRELT, BLHHR
LBELEAATHD,
c. BSG(GOM) (A Bt B4%ES

BSG O#E##,S GOM OEEEABLEM

FEEILAOUBRBOKEER) TREL.

C. IRER

a. ERER{R ERANSE DR

11 fich 5 PSS REE LB IENT-. 2 HlITBE
BELNBEORDYIC—BHEOREER (KE.
K17, RBB. FAEMRR) 22O, . BH
REOETLI-RED 2 GITRHRKEOREER
(B, BEET. ¥UZEMRR)ZEDH,
CADASIL Tl MEMEBEALNS—BEDOE
EEROAFCE KPICEEESRAELZET
SEEZLNT,

HRRORRA R Tlk, 30 =M MR OE|R
RITERASHIRERE XA LNE T,

EZR®:. BEDOEKIAET. CADASIL DOEH
EIXS7TEEBIURKERLOMRNRRS
T, CADASIL M37+BEIZ, EETA
Rickrich, REICERENS L, FEAE
%iLy, £/ Binswanger BERGY REET®
BEICEZIBRINGIN. REETHHOE
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BICIYEEEREETHEVST-BEITAL.,
—A. KNEBICEEL-REELELLT, B
MO 7HRE— B CADASIL Bl 5I TRtz s
hTWS, ZRNTRO-REHBEANEIL. BiR
HBIHVTHWAERITOLAZHRALLED
BEEEREZERBESH2LS50REBEIRESh
Hhoflehb, REMBAMERSIFEEIC
LHMEHOERTIEAL OEELSADFEISH
DEANFETIEDEEZONT-,

b. BSG Z ALV REEK

REAEEIE 100%, BREL 88% ThHoT-. B
B 1 PIH-o1-ht, ERA#E BTG K
BMSIRIMLI--8 . MBIHEL-%Z 50~100 pm
OMEIRE R TEE M7=,

ER FHEE BHRERENDLELGL EOKE
BTHARETH S, CADASIL HEEKDORSY
—=FELT BKERERICR T REE E R DN -,
c. BSG(GOM) @i

ML BERBORFEZRVTHREL #
Ma#ix pH 4, pH 7 ORWEPTELILIDUE
THeEIhf-. —A.BSG I pH 7 THREZhS
M.pH 4 TREBIhGI oIz, COKILMEE
X ORTAUNEMTEER, VATIDNEBS
ER UVATIVDEBNRGVWER, OLWThO
fHIcH L TLHEESH, CADASIL 128115
BSG(GOM)DOEEM T EEALNT-,

EE: GOMIFZTRTD CADASILEN THE
Eh . CADASIL DREFERMNEFET S
Notch3 RS F AL THRIhDEREShT
&Y. GOM DOEHE%ERAT H &% CADASIL
DFRERRAIZL->TEETHS. LML, GOM (T
EFEMB TSI BRETERNERBIA TV
1=h. GOM OMFR ILEFEMBI- L DR BER
HRHIZEEFE>THY, 512 GOM ERIEFE
RizkY# RS S Notch3 RS S A DT
DRATAVBRELOBREBUOITSHE5LE
LENLTRBEICAETHRESA TINS5

[, #2X GOMERPERBTHRES 5HEE
FRLI-CET.GOM OMEEEFHEMBLA
LTI REERBEL AL TEDHHIENT
feEliotz, ThizkY GOM DOHEEHARREFEOM
GBIEREOFETEALENIBRETELKIITES
tzo ZAKICKYBEFRETICKYBONT-ER
CLHEBERHMREZEUCODTDHENTE,
CADASIL OFEMRAORBOLEYBLILDLE
EZbohd,

D. IRAX
1. WXHR

Ueda A, Hirano T, Takahashi K, Kurisaki R,
Hino H, Uyama E, Uchino M. Detection of
granular osmiophilic material of cerebral
autosomal dominant arteriopathy  with
subcortical infarcts and leukoencephalopathy
by light microscopy in frozen sections.
Neuropathology and Applied Neurobiology
2009; 35: 618-622

2. FoRR
H29E BARBMEFERENES
CADASIL [Z& 1+ 5B HE D FRITDOWLT
N B, EEAE., hiEED ., RFER. F
REH. FBE—, ARREE. MNRE=E. B
XEA. FHRE2Z
#5118 BREAERIPHES
B A$EY) R &AL - CADASIL OBEZE
) # B : Basophilic Submicron Granules
HEARE. THRE2. EBRK—. OH*E.
- thEFE— . FILE—RR, NEF R

E. ANMEROHR-SRRR(FEAD)
FESHELL

F. SRR
FREEREL
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EEFBHPRARRAMEHANRBERBHARER)
SEMREERTHREE
B B/ I DR REHRF D AREA LBRIEDRR

SHREEERESER/NOERORERRETF HTRAT EROATOESH & R/NLEROBEIC

By 58%
SAPRE N OB FRXERARMERHE) V—RX L2 —
MR HE b MBKERATRFrAENT
g FH R KERARAARERNR
S' K FR KRR AERNE
KE B RBMIENKEEFHARHAEREE
Rk &— FEREEFHHRREAERT
HE #F AEEERtY 2 —HERR
g ES FiRAKZERAR A HERNT
MRER
Cerebral autosomal recessive arteriopathy with subcortical infarcts and

leukoencephalopathy (CARASIL)I&, high-temperature requirement A serine peptidase 1 (HTRA1)
BIEFEROFREREFICK-TIIERI SN IR/NMNERTHS. TOREHAFL L TIX, HTRA1
DOFOF7—EEFEHOBREMABEEIATIS. KRR TIE, RNOERICE TS HTRAT BIEFER
OHEEZRANDL-0, BHEGRECTLHBLCAKNBEREZRBNHT- 46 DLV T HTRATE{&F ORF
DERRIIBITEITo1=. TOHER, 5H(109%) TV TATFF—EFASVAICHRIAEUR
R (p.Gly283Glu, p.Pro285Leu, p.Arg302GIn, p.Thr319lle, p.Ala321Thr)ZATOESAKTREL
. 512, ThoDZERE HTRA1 TlE, 7O77—EEMMNMETLTWS I EZHLMIZLE.

ChoDERM S, HTRAT BEFOATOREHRERARK/ I OEROREICHEZICEE LTSS

EMTRB S

A. BIXEN

Cerebral autosomal recessive
arteriopathy with subcortical infarcts and

leukoencephalopathy (CARASIL)IE, DFHE

BRASE, QFEH MRI TOLELZXKNAEERE,

QEMIEHEME OFRE ZRHEBETIERE
LMo/ DERTHS. CARASIL [T,
high-temperature  requirement A  serine
peptidase 1 (HTRAT)BIZFERDKEEEHR
IC&->THRIET S TORERFELLT, ER

B HTRA1 O FOF7—EEMHOBENEES
hTW3.

HTRA1 (2 EAFEHRIL T, BREECE
EREMETEETILNEEShTNS.
DI &, HTRA1 ZEROKFEESHEDATIE
B, ANTOEAKLBREEF OTRMEE T
BLTWA. LL, ChETIZBESATL
% CARASIL RRRDA T OESEDOESEE
REREITSNTEST, MIOERICHTS

AT OBRESEOBHERIALSNZE>TVE
(AR

_16_



R 1

AHRTIE, R/PMOERFIZHITS HTRAT &
GFERDFELFRUEBERZHAOHICT S L
#EHME LT

(REm~NOER)

BEDNA X, +9L5A4274—LFaVEY
FETL, REEZEMBLE-LT, REMmJ>
REALEBELTEY, REEOMERAE
LY.

B. IRAE

EREGRE CLETKRNEEREEZRY,
EtHEOBEVWEGKER/IOERTHD
CADASIL(cerebral autosomal dominant
arteriopathy with subcortical infarcts and
leukoencephalopathy) @ 78 v b X R v k
(Notch3 THO YU ETV VI ADERNEE
shi-46 flERRE L, HTRAT BRFDIEE
BN ZIT o= RE LI-FHRERE HTRA1
ICBILTIX, WRIN\VEZERL, HEAS
VEEELLEIOTT—EEEOBENETo
1=.

C. IRER

46 b, 5 $1(10.9%) T HTRAT BIEFN+
Do7AaF7—ERALCRIZHROI A Y
A & £ (p.Gly283Glu , p.Pro285Leu |,
p.Arg302GIn, p.Thr319lle, p.Ala321Thr)Z~7
OESHRTRYELE. ChoDZRIZ, WTh
£33 FO—)L 400 BITIEREEGI -, F
=, FRIRAERER HTRAT1 TIX, ht4a
CEEELLEIOT7T—EESMETLTL
f=. ThoDERIX, HTRAT BEFERDOA
TOESHIR/NLEROREICERICES L
TWAI EETHLTINS.

D. MIRfEE
1. WXRE

L

2. BERR

L

&F

_17_

E. MNMEEOHE - ERRR(FEED)
mL

F. fREEERRINE
L



V2L B FRE
&d—LLOLfld F<~.._._.Inmﬂwmmmk*.
£ B2 MY OEI TN /R

CONLLE £\ E
CONELLE B\

il T 7ol

EXI- AR s ] NniaencoZA i A

Jylrtrzee|v'd

Y<OITI96 ™2

216TE44yL d

oL em e —

U Zzoes4v'd

nansgzoad d

- oo —u —

moegzAIod

BEIEIVYLH
V<=O8v8 2

TVvYLH
A1<D9S6° > V=9D506> A=DPvS8 > ==

v<OT96 2 1<D956°2 Y<5HS06 2 1<DrS82 v<O8v8 D =
IAL AL 1AL IAL 1AL LCr =L
w w w w w _.Rmﬁ_.
S t m N .n WME
S t

GG UL B ERL A LSEHEIVHIH L E

Fara o Fmtar ne= nE= e = Edria
<Tr <fr <
mam e e o s — - — e - H._._m.‘wuﬂ_._.&m
_ i P o - SFET 3 Hevy B T4
— = & i i
B “= =< AL BT ZUIE Armvﬂkgmm
v S e T 2
(A) 28 35 =% .
- = RBED EEY YYD (%6°01)14Sch g -
— Ha~k oz oz EHB =k [=[1[]
\ e e
A
s B = SEEEE
=L 116 28
of S =F
s = = w DEERE FLOLVILHEHEE L OTNSYEVO-
el /
T - /T /7T T (A) [ e B I8 NNR
v LT ZT p (A) RINFSEEE
TS €S ov ze 8v (A) 25 oo TR e
s €S ov ZE |8t (AL TR IE
=S LS LS (=3 4 (=3 4 (A) SR 3= A S
zs zs zs ev et (n) S = 400 B 2
FFor < T SH XH = P XM 5= S
LB wEElE L T Fow . =R 40
B /<ot =fag = e A6 — = L e Ar—car . = B REMBEORY RIS
= oV e o ua . = w =
-+ Hask + _ -+ Mw*ﬁ'”*ﬂ- ﬁ@_mgmﬁmm " —‘m
+ 5= + — - iy g

4€C F2F ‘[GeC T e -
URALE\ETISYAvO

IO EHEYIEE-
(L) IgorS wEe

2 BEHRY ST B¥E EIgEE-

g} TE=L NP E R

aE19 2 6 BE 2| F B O X S T [/ Y
S O%STNYEHZRNDERE

Y SHOLVOEEIVILIHED

_18_



