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BN B Bz

Db R, TENSEEIRIRES, siB Lot

2RI ED AR AL ER DS AT I ez - BAEL, #
DAHEIZBEMERORE % R 5 EERE O,
MEMRETH L. LEENIBWTIL LD CHE
SNLRBRBERERICIL AN, BEEARIC
FTSO0ONDZEBENL VS LHEETINTY
1D B 18 SIS kot
bhTwa V. KEOHKICHE LTI, HLA
FERHOHAOBS, mEAHE EFRIBENT
720, EREBELATWRW, H10%ORE
WEEPRESNTEY, BEHZEOBEIST
BENTWDE LY BEOFHBIAIT UGN %R
LI0EETF 2l &3 5 E4ER b 30~40 55 %
GETHRANBNCKAIS NG, SNEEZ & O
EEFEO— BB MSEIE, WEZE, 2Ll
HIOOEFERE LTCERTIEZ S B WEETH D,

BRIMEFEFNC R L CIIERE % & O MBI
BMSERT, BMEORHIC L 5 ENRIEOW
#ll, BEENOETOFHIPEFETESL. &
FHRAETH 5 L/NBEASENST L CldinfTE
BT X 2B R Mm R EI ko b h s, —
77, WISEMEGICB 2B R, FREE

HFTHAHZEVLHOENTWEY, MITERAO
ﬁ&m%%%%m DWTIIIRTE, BEAEFEEE
PEIZ X 5 SRR B FL R BT X SRR AR D 50T REse

JAM (Japan Adult Moyamoya) trial 2547 T,
FORBIZOWTRIEFTH S 12,

2 ERE J

1. BREREEIR

FARE DL iﬂmu W, BVAEETS T T,
2 EOBIPRIEIC—BYEO e, %5, BREkRE
E EOBBIERICTRET 2. & ICKFE
DRPFEET LWL EDLAGGICIREELE 2
b, TOMOEERE LT, MEEET, MEE
Y5, B, THEEE B HE. —F, BRAH
TIRAFEIAURMAITE CH 5 EEMEFOR
K, &BVITEHT 2BRBOREIC L 2HEER

HUMIC TRE L, MBI IS U CEEE,
W, SEHEE, WHERZEEETS. Hjmld)
§A TEEASD, < SETHM, BHm: 4
A

BIGARE AT R E FEE S IR
CT T ZEBER F 72 B B FRB o) it
W % B0, S E ICHTEEOE R4
h%it#%’r\/\ INRBTY i)—i g, BH T*E):k/)‘
£, BEAEHROFEWMERY RO 5.
CEEPITIIREA SN, < bRET M, B
DB, JE (VMRS TIEBIRIRIC X 2]
WAL L, BIPRA T BRI 5 72 A L
PRI HEERRIRIRINEE 55 OS5 T 2
(build up & re-build up). FEEZEIZ M mAY
?B'f'i%ﬁ 2 &5 Wﬁﬂl’ﬂ“‘ﬁi)ﬁﬂfﬁfzﬂi*ﬁﬂ)ﬁfﬁ (B2
BEIMEROREDOERD IIHTH o 7275, 1ILl)I
&i MRA 12 & Z.)WEJW(«EEUHR’fR;E'LK@ﬁ\:./E (1
) bW MR L 2 EEZOL 7 &
—HWT2OL LD S H 7% flow void DHER (44
WIEREHE) 12X ) U TH 5. SPECT
% 8N X B BRI TR < ORI CRME N
FIROMFART % & I BB B FHEE OB T 24
bits.

ROkt J

1. BREFHOILTH

REMFSFEGNR U U3 R E O B2 4\ AT 4l
WHERTH B, HASRIFEIIFRTED
WEWRHOMTHRFSET NG, EEIL
M & LI MBEENAR -t APMENIR (STA-
MCA) Wy &4, MBEMATEEMNE L T34
O % 7 i (encephalo-duro-arterio-synangiosis.
encephalo-myo-synangiosis) 75% 0, % < D4
BICIIERE - MBMATEEOME % WHIc 7o
W5, IEEREMEOREIKICE LTI, R S U
V2 acetazolamide B D SPECT 12 & ) B I,
PETEER 7 RE % F7AW L AT B AT 855 % e ¢
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3. BABlIIBWT L 2 Sl MERE (R
NEFDHOND I MBI TRz Y, /3
( SADTEIG AR EHBE S A IREE R IE D AR
ploxd LCOBRRIEIR, 7% 5T MR, MRA 12
PR T A U—T y THFRNELEZ TV,
[ ESERN X % AT B OB MM T B R
NEEIZ DOV TR OB D) W ¥ 7SR O KA
LA, EIFELHEL TS b o, SPECT
CCRER TR L KT LT3 b DRt
LT MATHERFEZ1To T b, FEEERED
NEME RO BEASEIN2LTHALN, RET
+ MRI T2 *MfRE L AR A EIZD W
CLRERRL TWaA.

), RlFEEE

a) STA-MCA W& 1iT « BEMER T2 A EE AR
PHIEE LSRR O RIMBNR O K R E T
L. MEB LD RIFEOWENIEFETCE 5.

b) B MITEEN (AW « MBEH PR T
BABSEICEME A T LIC X ) BRI E DD
NEFERER SN EWMOENTWES. &<
DA STA-MCA A L MAGHLETHYD
1B,

o) IMEAMI, Mm% XL UCES @ S
O UTEMHICRE FL S —T, BNMmERSE
EfToTW5h.

d) MITEHEMNE  BEmBfEEdREL, MDE
B F 721k MRA CIXEREIEEIR, FREEEIIR 7%
SO DFEE FIUIEED e b L EDOH
YD LN, B Mo RNEE B
Iz X AR EERO BB, BILEEPHE,
W CICREETET S,

. IR
TRENROAZE - $R7210 & 5 AT 52002 IR
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MARREORETH Y, ROIFIEGNK T 5 G5
OERNIIMTHEEN TH L L E L TWE, S
EE LT, BB LIS 3 Hum g
T 5 edaravone 60mg/ B L KDBEHEZ1T- T
Wa, BERICENNT 7)) v 8lmg §Ee &
MARELE B NTWS, AR LT
zonisamide 7 & OPIEEE S AV 5 Z L 2%\,
HIMFEFIC BV CIMEIS CTHREERIZL S
ME2 Y b= Va5 TILATEERYITo T
5.,

e ]
INEB
O ETS5 MR 100mg, 22
YN

OIN77Y>(81mg), 188 71
@474 X (10mg), 3Cap, 23
AT o> (100mg) 2 88, 72

BEEBOXRA Y 2

BIRE, BAKERT D XD IRET 5. HE,
EFEEMEERNIC BV T bR O LEIRB D
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MRAWT 749 —7v 7§45,
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1) HAEE  RESRE  BEEYERENABERI &
HHEREIRMAEE  TYE VIR (V1) ABRGHZE
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#, pl7, 2005
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Genetics of stroke

gl X

Shigeru Nogawa
B A A B MR R

OBZEROEEIEESRIL, B—BETERELLSHNLNBE LIS DBEETFOREICER T2 £Ea 5N
53H0D1EHFEVYF, BREGETFHIVWIEETEIMBES L, ROEEZHRLE LARE RO DEE T
FERORE, HcOBEFOREEZEZSIATEETSHS. BMOMENERE ZLTRABICE, CEAEAE
I % & 7= CADASIL, CARASIL DE 7, e L THIROMME IFHAZEEY, 3 BLAEFERICEHET S
HERNS % & D—EDERBRP, BLDBRERERBEEOEHIBESNTVIREED P HRRIBEESNT
W3, —F, HMEREZEFZE2ET22HRETE, B7I04 R7oXF/3F -3 », MERFIRST, BEikE

FEETHRBOBERBGEFFODEDEELRTEENTWS,

Pier, | CADASIL, CARASIL, BEEEEEENEE, REMEOOOR, WPSO1 P YUEF/ (Fo

PR I O FRER R & LTS IE, ¥
PRI, DB E, FERHE S 0T 5 IS &l
HF DI, EEEBENRESHIF 6N &
iZheole, bbb, MAPFOREREIMATD
EHREFOVEDEEZLNE L) IKE>TET
V23V, Framingham Study? Tz & 5\ 13/
DERBICIEZED 2\ 1E TIA ORGEREZ B 72
By, WREZERIEV A7 132N FN 24 %, 1415
WIS 2 LEI NS, £, (HETH
M MBI I RIGRE I F BE R GRETTH 5
LRBEs T3,

IR BRI D B 2 TR D b IiE, HEED
73 Mendel DRI —3T 2 H—BETFBE
DPRD 6N BEEHH 5 (monogenic disorders)
ZDb o & b NRNLEEIEROMREEER%
RL, VEABRMAEREZ 27 % CADASIL
(cerebral autosomal dominant arteriopathy with sub-
cortical infarcts and leukoencephalopathy) T & 3.
CADASIL T i B NI IR I Ry 7o T R As3
Hon, FEMAED - L bEA TV IEEDD
EDTH B, —H, HHETIE CADASIL 125
DEREARBERBEAZ LD, REEMRELE W

5 R R BRI 29 2 HEMESHE S 1
T3, i, BOERCKRTIERME X OMEOMIm
BB L CHEREL, 3BRORERICER
BET2ET - HOBEEHLIREIN T3,
o DEEER, BERFREESEENICH
B, B EORIMEREY I BER KITL 9
52 LEANLTED, METOWREE, #4108k
FOREZEZEI5ATELOTCEEE bR
3. UL, &IE, BIRELZ EoOnERE
[RIRT- & BT 213 & A FOBGEHERIZEY O
BB BEFOREICIDEISEIIN,
D, =20 LEDODBETOHEILNI WL, %L
DEBEBFORBICIVRETZEEZEZ NS
(polygenic disorders). BB & 1735 D 72 H>ThKze
FIBT2EETEEEZ TXUEEST 2 2 LIET
AIRETH 503, BlikEE X CHIMMENE T2 7
TRBWEBEERZHICH VS, Brokze i
BEEDOESHIZ DV TR T BT D,

REMEAzErh %z & fe 9 8IRIHRE
MM 2 & 7o B IR BRI, iRk
- BERORE, M8 ORBRIKS T H B B
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BRI EREE CORY & h %)

BHE BiEm BERE G CEETEE)
1007 ek ] S
TuF4 v CRIEBIE AD protein C(2q13-q14)
7a 54 v S KIBAE AD protein S(3p11.1-q11.2)
% VAT (Leiden) 2% AD 8 VT (1¢23)
Py F b uy ey HNREE AD antithrombin Il (1g23-25)
B AR IBRAE AR hemoglobin- 8 (11p15.5)
T Eri B
PR A ESE 1 AD NF1(17q11.2)
Ehlers—Danlos FE{EEIVEL AD Col3A1
Marfan fE{ZEE AD FBNI(15q21.1)
AD MFS2(3p24.2-p25), TGFBR2(3p24)
(F4F) MERER
BRHERRTZ R AN 20 AD ?
FIEMED 2 b P AD (3p24.2-p26), (6425), (8q23), (12p12), (17q25)
ot 2 2B
CADASIL AD Notch 3(19p13.1-13.2)
CARASIL AR ?
CRV AD (3p21)
HERNS AD (3p21)
HRV AD (3p21)
FREBHER B
Fabry % XR a-galactosidase (Xq21.3-q22)
MELAS BRE(E | tRNA(Lew) (2 F 22 FY 7 DNA)
RE T AT VIREE AR cystathionine- 8-synthase (21¢21.3)
B EY A F v ImEE AD 5,10-MTHFR (1p36.3)
AD thermolabile variant of MTHFR
FIEME R RREE N TR AD familial hemiplegic migraine (19p13)
AD CACNL1A4
AD (1q)

AD : autosomal dominant, AR : autosomal recessive, XR : X-linked recessive, MTHFR :
5,10-methylenetetrahydrofolate, CACNL1A4 : calcium channel ¢, subunit.

e, FENEE, NELREICEER - TEE, 24
ORBEER L BT N5 (F1)Y. 22Tk
B IS BRI B R AR U 2B L
IR %,

1. VEAMBEREZZ/ - TEGHAER

(CADASIL/CARASIL)

CEABEEMES & TRENERE L TR
EimEic & 2 8RiE{L & &5 ICH § % Binswan-
ger WWEHTH 205, BIMEE2 RO THEIEEZH
T 5 MEEAEMEST SN TV»S (R 2),

D CADASIL--fEk, HHaAEEEETA
ZHT 5 MM ERRSECKZ R ICRE ST
Va72h3, 1993 4E Tournier-Lasserve 5913 19 &4t
BRI T 5 2 KR E WA L, CADASIL(KE
THEZE & BERE % 1) & ek E R R E
IREE) & & s Lz, % O, 1996 4EIC 43 Joutel 5
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o & b AR B o JH K E (R F 28 Notch3 (19p13.1-
13.2)ChH 25 Z L HS I I N, CADASIL i
B Tl &R T 500 KRRV EDSHEI N T
203, HDE T 2004 FF F T2 9 RADVHER S L
TVRBICTERGTD,

I FAEER L 40 KA TH B A, F30% T
20~30 AL X b FEROAITIRD 6 s, ik
o AEERER & LT RKE NS i 3 1R
(80%), I DIREEZR X OEHBERE(20%), KET
PR, 8L EDH D, RUEFRBREINET LT
60 IR TIET T 5 2 & 3%\, BHER MRI A7 (T2
TEERIER H 5\ 13 FLAIR [E§) T3 OV F ATERIN
EVERZE (leukoaraiosis) B & 0% 5tk 5 7 7 %
BROEND, T, EHAHEIPLICEE SN,
U-fiber 1¥{R 7 N B EMAICH 5 53, IHEHHE (tem-
poropolar) %> 5% I b §if 98 % (paramedian superior



® 2 UVEAMBEBE

& ELTEIEMRE

CADASIL CARASIL
BRI W EE iR s ik
s fe w, | Notch 3 85T (19p13.1-13.2), & b i EGF repeat D I 2 &
BETHEE v AR TREH
KH FRK AR 500 FRRULE HAAN, 20 &%
S FETEIERD | 45 MK 30 BAR
. . ; 3 MeAEgE, REH(80%), MMM (75%), &
HE i it % 7 0 TERER K ! ! !
FER TR M FEAE (80%), HHEM (30%), HBMERYE, % T
JHER MRI U AMAERECEIRE L, HEETREETET) | CFAMAERE GERELL)
RIS A A HRamEE, granular osmophilic material (GOM), | #I/NEINRIZ SRHEMEINEIC I, 3087 20 7L,
i Notch3 G it PUBPEAR o) T 2L

CADASIL : cerebral autosomal dominant arteriopathy with subcortical infarcts and leukoencephalopathy, CARASIL :
cerebral autosomal recessive arteriopathy with subcortical infarcts and leukoencephalopathy.

TIIHBEETEFTRIND Z LR
BT d 29, FHE MRA DFENR T o —Ti3ME
BEIIRICIRERT RIZ A 5 Nz vds, IRERE CH
JRENIRIC B L2 B 5 2 &b 5. K, KK
i, KWL £ OERERCIOLECEROM
/NEIR (100~400 Lem) O {7 1E 7 O FL TR 1o
periodic acid Schiff (PAS) 5 PEAl - 8RE O Ph & 03
FoOohs, 3o, BEERTIIARIYLFE
8 K7 48 ¥ & (granular osmiophilic material : GOM)
PHERIND I EPRBINE I N DD, REERK
BT ABEIR BB EHREShTHEY L3
©, Notch3 &I A Cl3 28 O mE g
Nl DR I FEL L T\ 2 23, CADASIL TIiZZ D
EMNEMLTW3 E0w)W LaLl, GOM AfkiZ
Notch3 B iEH 2B I LW I LB MIZEN
Tw3 12,13).
TEEZWTICIE 19 FRAEMKFB ED Notchs D&
BETERZHAT S, Notch3 DERIZ N ETIC
60 ML EROMoTwaHY, Z20I3 L A EHNNE
HF X4 ~(NECD)IZ ##E ¢ % EGF repeat O &
ATF4 VEEBOMBREEL B I AV AERT
B, ELICT VY3 ELITTO%BEFLTY
2B10 %7 EGF repeat D AT 4 VIEREDNH
Wb L) LRREBOARERRETL D
HMohTws, LrLEgd, YATAVEEERE
FRVWRENDIIYV VA DREICEBZ 7L —A
7 PORMEINTVLE, DL REBETFR
WOREHEE LT, —RicEETZrvY 3
& 4 ® PCR-SSCP (single strand conformation poly-

anterior lobe)

R EZERICIEIES H

morphism) % {T\>, BE LY Pl a iz
BIZZOZ Y vk E - LV ATH EN
AFENRESNDE LS, £, BHOEE

B 0 K % 12 1 PCR-RELP (restriction fragment
length polymorphism) 12 & %3 A 7 ) — = > 7 34T

birad, bYETIE Notchd WEBRZH S TR
EREEE 29 2 HREaAMEEEERRADHE SN
TEVY, Notch3 U OBHBTFRES*ET 5
CADASIL R B DFEFET 5 WREME D & 529,

CADASIL O FRIEMF 13552 3o Iz E N
TRV, LW OLDRBEV I TENTWVE

AP TIE Notch3 @ NECD %5 SS & D BEE I
D REER{LEZE I L T3 7%, proteolytic
cleavage L& B2 7 V77 Vv ARBNTEREL, @
HAYIC M 1R/ O MRS % [ E iéjmﬁw

319 LaL, BETIE NECD oEE(kI X

%ﬁ%&LT@%%ﬁ%bn,MMhyﬁny
74 Fxe 2R, H1O)BPEEINRHIE
BEISFIETR LI EEL SO Db 522,
ZLTRERMNIZ, S hay Py PEERREITC
ERIIV U AD7L—LY 7 MUITHEINT
WBY P B\ IR NEDAMBEEX NS
XN TV,
CADASIL DRy 2 im A TdH 5 GOM i1
@JW%W@Mﬂ@iﬁ&ﬁl&%A%ﬁT%%
BRI CRBD OB L), GOM DEIC

b astrocyte @ foot process ZSHILE g Hfﬁ?[ﬂﬂﬂ’\%
fikLiz < <7D, BBB B cE L ksl &R
FRTIE RV EDERNH 2D, £, has?
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signalling cell receiving cell

NECD
L0 BLEE O
EGF repeat
Jagged ra!|on
=l T A= Notch [ &~ o
N[IHMIME TR C RBPjk

{ AT e e

HES promotor
ez [ T == e g
PS or

y secretase ? transcription

1 Notch¥FF U J W & b &%)
ZEBHEEHET % Notch OfifEsf F 4 4 » (NECD)IC Jagged % &
DVH Y EREEGTZE L= v (PS)FEEy 27 LY —Eh
Sosuyy—Yick 5 0MBE 2175, Y1) EES 7z Notch fHIEA F
A4 v (NICD) i3 AIc %47 L, HES family BEFO/RE—F —iK

FET 3 RBP-jk LG L, BEHMZToCn5,

i, IS ARSI 28 7% pinocytotic vesicle D&
BEEDLI Lo, ARMBEOWEEFIZLD
GOM DEELIME FIRAREE DL 5 DTl
W EHERIL T B,

& 2 A C, Notch3 & 1{nF 113 15 O polymor-
phism SR INTE Y, ThoBNNEESD
FHEWHEST 0 E)DIRERESS-NB LA
TH B, Ito 52NIMIA F X 4 >~ D polymor-
phism T& % T6746C 122\ > TN EE B &
NRE LR L2, FEZERIIAHE R
Dotz Fiz, Mizuno 52 XS K X 4 >~ EGF
repeat # A —F T 2327V r3DCBITHBLY

Notch ¥ FU VG (E 1)

Notch [ B &b &Y auya/\TOHORERAR
[CBS592BETFELTARESNLDY, LHREYD
RBE - DEEONS EDEBLZEFRERZ I
IHELTEULTCEERA CLREEINTVS. &
T, —EBRERRT D Noch DN KA
(NECD)IC Jagged H&EDU Y REMERT D&, 70
FT7—BICLDNRERID. CDEE, prEOA
NETERAZERE (BAPP) ZRET 2 7L UV (PS)H
KUy OUY—ERBE5TEEEINTVD. tIDEE
Uz Noteh #EEBA R XA >/ (NICD) B#AICIETL,
HES family @G FD DT~ —(ZTEEY D RBP-jk
HEIMES UESHHZET > TS EEISNS.

560 | ERED&HKpd+ Vol 212 No. 6 2005. 2.5

145

IY VY 4 D GEBLA I D\ THRET L 7278, idifZE
BRREL L WNFRE O TRV ZED Lo Tz,

@ CARASIL - bdETIF 1960 FRE D&
MERE R R {12 b b & § Binswanger FUMIEE
% BT 2 EEMRESHRE ST LR, 1085
FERA S, W &3 T & BEEHEE L v
IRBIN G AIHER R T 5 BRAEARSEOERE
HERMEZ#®& Lz, ARG, BICHKRT
CADASIL iZ 72 & > CARASIL (cerebral autosomal
recessive arteriopathy with subcortical infarcts and
leukoencephalopathy) & KifL 3 X Hick-o7, =
NECIhMELD 20 KAE, 308225
WEN B INT VL, HIEDLS DWME I
VB (£ D) Fie, FEREEFEVEERS
WENTEB LT, BEROEEINEAEL TV A8
HELOBEETER,

FERE 4F 10 12 20~44 1% 1T KU, P30 0% &
CADASIL X D& <, B&IIE 3~75 11 THRIC
%\, TR E USRS - SRS RREE, Mk
BRIFREL, IR, KR EDRBRICEML,
10 SERECEVRRBLILICE S, &OHEE L TR
FUHEOVFE AMEREIRHEE T, BUBIMIER
JET AU W RBDOND Z D%, Fi, B
TEHBEMEL &0 L, 80% CHEMEHERIR~V =7
KL 22E0OBROBENROLNE, 61T,
it - BAEIZS Y, BT, FHERT OBk, Rk
EH R o5 6, — DO FERE (progeria) &



¥ 3 FTEHEERE A S Bt L BINE (CARASIL) D2 BT EE 0

B & o b, MR (F 72 IERERIC)
(2) RE%ZET 3

(4) MFEIZIERTH 5 BRI EA 2 <,

ETHGL D P RBURE RGNS Z LS

SPECT % PET THE/HZE

(1) 40 MERTEDIMAESHIE T, MRIRINICIOET: (& 310 S IEE) O M OMET, Stk - SERIMRIEIR, Mk
CEAMDRETAHEREZ EHKET5

(3) (BMWRIEE) BFE X3 Ziﬁﬁ‘l’:t%ﬁﬁﬁﬁ/i‘ﬁféi'f}i«\w:_ TEET?
JIEEE ML S 140 mmHg, #5588 AS 90 mmHg ##8 A 72 )
(5) adrenoleukodystrophy #Z U & L, HE 7&&3“11%??@&@% MEEEIND

Ll ko 5 HE T XRC %R 360 % 6T 5 (definite), (2) F 7=
(probable), THIASIUIEIR T ®H 2 W@ 5l o RN &H > TINAE & 72
SEEME M E SRR MBS IS A SN B 2 E %0

IMEREF W CT/MRITU E A RIEE B EIHC R P KIKNNE IS 7 7 F 533
, MFEET R EDSEH X3 2 L% n

DAk R EMmOER 27 3 6% EH
1&(2) & (3) Dy /5% 1 T %45 % 5224 (possible) & T2

R & b BRI IR 5,

THRERLH B, FHEH MR Tid CADASIL & [H
BRIC, CEAMEORMABERECEER - HED
7 FTBHRLNBED, FET D U-fiber idff7z4
2 5% BEIMGE SPECT Tld &1 H 5 1>
WFHIHIZEORMMTIE T 13RO 6 N5, HEEMIZ
EAR/NBIR I R AR N RIEE, EW AT, A
BHIEIR OB DA 5415 %3, GOM OERFIZRD &
j’U‘;b:?'Z)_

CARASIL Tl& CADASIL @ X 9 ZhEEZW O
ENR WD, BEICECEANAEREL &
TEIORBHMOREZ TR TERATI2HEND
D, RREIRIDLILBHEELRBL T
230 iz, BIBHEY A a7 4 — i3S
HEEEAE L 22 BUDIEREET S E03H
378, BEOHS, BESHEBIHEOOITILHE

L Bbia. %7z, Binswanger J5, CADASIL, pseu-
doxanthoma elasticum, % & {4 88 {b i, B A B
Krabbe , BRMEAEY A v 7 4 —, Alexander
JH, AENRR, MR - % - AR - VA REE
fi£ (DRPLA), Y v S EMEAFERE 4 £ ol
£, PV VIREVARIERETE, Sneddon REMERE, I
BEWNEMY v JEAE (IVL), T 1E% Hik ERE
(PML), HIV 4, /KEEEZ & 28517 5 05858
H5,

2. 8 {z 4 BB A8 B 4 I

broretinal small vessel diseases)

B & & UHEIE o MIEHIREE 13388 22 tight junction
AL, MiE-IKBEFT (BBB), K-S % 7%
B35 Bl TwBds, MEMEICE IS

fiE (hereditary cere-

P2 0 2 BEWEREIRKTH O W THiE
AN (R4). 209 b, CRV & HERNS T
NIC I HEIPIEZ ) BInEREZ 2 L, SEA
12k B EEERENR R F ) 7o OINIEE & ORI AR
G &M H 5 (pseudotumor), F 72, CRV, HERNS
B X HRV 12030 b 3p21 [OEHT 5 2 & 258
WS PIZENT VS
(® CRV(cerebroretinal vasculopathy) -
1988 4£ Grand 5%, MM % £ 5 KM EER
725, WIRBIIREE Y 27T 2 ¥ G FBEOAAK
FKEREIRSE L, cerebroretinal vasculopathy (CRV) &
it Lz, ARRBTIEIBRANE, ETEPLEERT
REE, MREUEIR, PMEpEE, EEF!’?& EDs
HIE L, 33%IcHiMEREZHO 5, IRIEKATR
iFIBM%].’?L@Eﬁ@%%HM’é‘Eﬁ%, B
B O T WNNE O BELRET, PEENICIEE
HiICREL, MERZEOGRVT7 4 7YV /4 FE
BIC K 5 MERHRELGRD 5N B, CVR TIHEHT
CT H5%\d MRI L, S#H8@iRsET 52m%E
FIEZ M) BIERE»RBO o N5 7.0, MNEE
EDBRDMIE e B 2 LMY, KIEHR IR
Az, Niedermayer &% i3I & O8I 1< 1M&YH
Z#zHL CVR IZELT 2208, Fl g Ui EE
Azt b, BEFARMEMm, NEE, K&HE, &
B HR, KEEFEWSE L YO Fanconi B IMOKF
BeETAREZEZWEL T3S
@ HERNS ----1997 4 Jen 513, WFZ,
HERBERE D32, BHRE 2R E R afElgE L
EZZONBHERTAVIARRZEZREL,
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# 4 BEENEOREE E LTBREMERR

hereditary hereditary infantile
cerevroretinal endotheliopathy with hereditary vascular hemiparesis, retinal
vasculopathy (CRV) retinopathy, nephropathy, retinopathy (HVR) arteriolar tortuosity, and
and stroke (HERNS) leukoencephalopathy
BB R EKREE R BT R EREE WA E
HETRYE | 3p2 3p21 3p21 TH
KA TAVABALERR | PERE7TAYHALZR A5V TNLRR 7IVANLIER
I FAE M | 40 R 30 &A% 25~30 f% S B~ A
e e BMEREE (S 7 ), HERR | MGMEZE, HARSLAE, Faeds,
AR Wonwe, fEm, g | 0 WARE BE T oa Raynaud | KR, M, REGE
S, REER, R | ol
, " 1 N FERE (R EEEE)
A y 5 3 vz 7 ;
g gy | WEREHS DU | M FHE D SRR e mimg | misthiti, nEmE
EGEMIRDD) (EHHEDD)
9N
HIRES X b LI E
FOEBREPEMNE | FLoBRAEOBMINER | 2EMNETRSE, &
BRI AT R BHZE, HREB M/ %, /INBROJE LT, BEER A O #UNEIR | ANEIIRO FE R EETT
M RE NEIIRAE 9, BMMERR,
/NENIR D S B SE AT
T A A RIEFRZMEL RV | 25MEICBIT 5% EHE B .
PRREITR | 5 v | mm

hereditary endotheliopathy with retinopathy, neph-
ropathy, and stroke (HERNS) & 40177z, HERNS
DMEERERE & L Tid 30 AR & b ArEER kO BE,
AR, ERELR CBA N5, HE MRI L,
CRV &[RRI IME 1FIE2 M) SR 2 HET S
HEREZ2BD 5. £, REFRTRIPLER
FOEMIMEEAZE, ¥R L 72/ 8RO JE thiieeT,
WUNBIITE % R0, R 2 R lE (N, B
HREREE, g, BaE) OBMIENE T ICS %
DIEENFED 6515,

® HVR(hereditary vascular retinopathy)
------ 1998 4E Terwindt &7 i3 IfiL % ¥ HEREEAE O & AR
JEaH L, AR (23%) & Raynaud AR (17%) %
) Wi hBEDA 7 VS AREKREHE L
7z, Z @ hereditary vascular retinopathy (HVR) "Gl
RO N MERE BB & LB &
iz F HaBRHIcE S, MOBINE CBMME
PERIGEBE RIS (RO oD, £, Bl
& ORAZE T PLERA L D13 U F b RIE B
RS %08, BIEHBRINS Z L%\,
MNEROJREIEITRO N b H B, Ih
F T HVR O R 2 IcBI L Tid & £ D 380
KRB S T nhs, REEEBET, SXE
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HREELETA2EENEREL, MRI 2ifTL A7
745 H/INE 0 T2 RESEIRO LT
%. B, Ophoff 53132 HVR £F %AW T
B FEBEENT 21T, 3 T a4 (3p21.1-
213wy ¥ /E3Nsl &2 0E L, £
7=, [FAREICHTR O CVR, HERNS OREERET %
BaEtL7zE 24, AU 3p21 @ 3cM DOFEBIZFE
TBIEBHEALMCI N, D 3 FREMRER
IR SRR R & & 0F T 2 & EIEEM/ANE
MHIE SCA7 DRREGTHHFEL TED, ALUHE
BORZE% boBE L L CEEKND T 5,
(@ Hereditary infantile hemiparesis, retinal
arteriolar tortuosity, and leukoencephalopathy
------ fieske, HERLBIARO EEhiE T3S O, ML
ZHEL 2B RAFEERBERENSTONA TR
S, BT Vahedi 54013, /ANEHIX D ARREL R
SRR DR L, IREWME cRBL, HEESIR
o JE ke T, SEE MRI el BAFREOHE RS LU
W/NBIZ ) HBERELZ R0 2 H 6 T hF Rz
WL, BETFETCRARR IR DEBHE
ipé A A LB E 0B AR T D3FAE T 5 3p21 1T i3
BT, ERzKEBLEIONS,



5 LRLEPHREOEHIBRE Sh TV BEBEERSR

B R R RS GRIEFEE) BEFEYD
protein C KIBHE AR (2q13-q14) protein C
oxalosisl AD AGXT(2q36-¢37) alanine-glyoxylate
aminotransferase
protein S KIEAE AR (3p11.1-q11.2) protein S
Fanconi #1fil AR FANCD,(3p25.3) 7z &
Marfan fEMREE 2 AD MFS2(3p25-p24.2) fibrillin-2
TGFBR2 (3p24) TGF- 8 receptor 2
Hageman [A]-f (X1) RIEfE AR (5q33-qter) Hageman &7 (Xil)
Williams FE{ERE AD ELN(7q11.23) (tropo) elastin
FEETEREAE 1 AD TSC1(9q34) hamartin
Apert AE{ERE AR? (10q26) fibroblast growth factor
receptor 2?
HER IR MBRE AD HBB(11p15.5) hemoglobin- A
BHILLT
Noonan FEEHE (NS1) AD? PTPN-11(12q24.1) protein tyrosine phosphatase
(nonreceptor-type, 11)
Marfan JE{ZH 1 AD FBNI1(15q21.1) fibrillin-1
Prader-Willi fEf#&#EE 15trisomy? | (15q11-12) ?
FEEERRAGAE 2 AD 7SC2(16p13.3) tuberin
TR IEAE [ 1Y AD NF1(17q11.2) neurofibromin
osteogenesis imperfecta 1 AD (17¢21.31-q22) collagen-1, o-1
glycogen storage disease I a AR (17¢21) glucose—-6-phosphatase
BRIR AR IMARAE AD % & | Band 3(17q21-q22) 72 &
Down fEMRH 21 trisomy | (21¢22.3) ?
T AF VIR AR (21g22.3) cystathionine B-synthetase
Turner fE{&HF X monosomy | (Xpl11.2-p22.1) ?

3. FiEtES P B iR (WillisENlRkER BAZRIE)
b b PRI Willis BIIREREAZEAE & b £ 13

%%,Kﬁ%a@éﬁﬁﬁiéﬂ1m5%%@
BIRUEREEAR 5 ICRT,

I DIRHNITIE

1, LOPEICEFET 5 FEEAHEO I E PR
BTh 2, mEINESIIRVRE D & Willis BiARERE,
X 5 IR FREIRII I TN E S & /-
L, ZUfELMESE 2 SBRmTRE Lo
HEMEESFAET S, Blhid 118 Exikic
% ¢, 5IRAI & 30~40 IR MMERED ©—
7RETHD, BABICIEENHMD, BT
HilliZz EOEBAHMEZRI LTI b
NT w3 bREOREBEE DK 10%IC KR
FEDSER® 645, FIEPIC anticipation ZF & 2 &
THWMED D S5DS, ZNF TI trinucleotide dis-
ease % R T % CAG repeat DIEMIFFTAD 5T
WV, FRRE 0BG TSR T 3 Bk
(3p24.2-p26)™2, 6 Bl (6925), 8 TRl (8q23)%,
12 FHEhE (12p12)*, 17 HEWI(17425) 212 B1F 5
HEPRE SN TV ZD(FE 1), TN bBRA

TREREBETFOREXINTE ST, $HTE
B % L 50 L H 5.

& 7 % (Down #iE f% #¥, Williams %E /% &£, Noonan
FEMRRER &), B BH&RE (MR HENERE, A
PERE{VARE, Marfan fiEMEREA &), MBREF (Fanconi
Hif, BRRAFMBAEZR L), RERREZET A1
DOWELEENTVS, 2D 9 B (tropo) elastin &
&1 (ELN) 2% T 5 % Williams fEREE, fibrillin &
{5F (FBNI1) 2% C®% % Marfan itf&# 4 £ C¢ld
EHREAOCERESRAEINTE D, BIRMERES
BiEORK R EBMenTwS, $ik,
HEESEE XN TV 3 3p24.2-p26 I 13 Fanconi
Z 1l (FANCD,), Marfan FEREE 2 (MFS2) DWETF
B3 17q25 MEH5 I 13 PR RRHEREAE T &I, osteogene-
sis imperfecta 1, glycogen storage disease I a, ¥k
RARMIREE 72 & DEIETDEET 225, HEFHET
BZOBERITHTH S, ¥/, RERETIIEH
I ¥ ¥ @ transforming growth factor (TGF) - 81 ##
EHEmL, BEBROBENE BT
TGF-B1 DFIESEML TWE Z &5 TGF-B
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6 M ICEET B @GRS CARY & H &E)

B BRI JRRE B CBET )
SHE A
W7 Iaq PP ¥4,8F—
F2 v¥E (HCHWA-D) AD B-amyloid precursor protein
(BAPP) (21q21.2)
FKIEE Alzheimer 5 AD PS1, PS2, APOE
Down fE{R#¥ 21 trisomy | (21q22.3)
74 A7 FEI(HCHWA-D) AD cystatin C
7 A vEAT AD prion protein (PRNP)
ER S| AD British dementia protein (BDI)
74v7 v FHl AD gelsolin (GSN)
Ny ) -’ AD transthyretin (TTR) (18q11.2-q12.1)
&
BRI IR BT (CCM)
cCcM1 AD (7q11.2-¢21)
AD KRITI
CCM2 AD (7p15-13)
CCM3 AD (3g25.2-27)
EERIRATITS
SEGEH MBI E IR RAE
(HHT, Osler-Rendu-Weber syndrome)
HHT type 1 AD endoglin (9q)
HHT type 2 AD activin receptor-like kinase gene
(ALKI) (12g)
FIRMEFIRF T AD Tie-2(9p)
< HIET H
Ehlers—Danlos syndrome typelV AD collagen pro e 1(1ll) (COL3A1)
Marfan fEMREE AD fibrillin-1(FBNI) (15q21.1)
AD fibrillin-2 (MFS2) (3p24.2-p25),
TGFBR2(3p24)
%ENL (PKD)
ADPKD1 AD polycystin-1(PKDI) (16p13.3)
ADPKD2 AD polycystin-2 (PKD2) (4q13-23)
ADPKD3 AD ?
ARPKD AR (6q21.1-p12)
IV IRBITTE AD? (7q11)

18 L UOTGF-8 % 4 77 1 % % R (TGF- BR,)
(3p22) DBEFLEFET b ITONA, BEEAL
DORENGEVIIED S N - 7219,

o EEENHIE & o TR

BE NI % & 7 TR EEERIE, B b ICE
TP A K2 2§ b 0 & BRI 1 L1 X D ¢
HETHMZEZIT ORI 65 (Fe). M
FEAINE & 7 REEEBORE L LT3R
7Iingd F7Pry¥4.8F—(CAA)DHITH 5,
$7e, COEETHImE ¥ 72 TERE E LCmESY
PSR OB BI 5T 2R T O B IWE
T3,
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1. 7309 K7 ¥4 /3F—(CAA)
CAAIE73u4 F, ¥7bH Congo-red BT
fRCHEME oRE2 2T 2 BAVKIE RS T
HERTH L. BEEORE THMm, MER NI
DERE LTELHMONTWED, 2Ry
EEAE, BE/MEZE, MNIMEERAE T2
EWH D, FOIFEAEDIFEITH L0, K
TIRFEED CAA DHREINTBY, WET ST
suAf Fo@EICk > TeBEICOBEINTYL
5.

® #54BCAA(HCHWA-D) - 7IiuA
FBEHAB)MMET2REENLYA 7T, 21 %
yuftik D BAPP BETIC E693Q BEEVED 5
N3 HpaEmEEERE & D, 40~50 %



AN THRIET 2 Z L 234 <, Wit HIE
KHWYMEIEE L IR R LR
L9270, ABERERER»SASN LD,
BEAR T RN ENTH 2. EITHRE
R B LRERHEELERY, 7I04FD
MEBE~DLENED SND, ZDI3h, FiEsE,
B O, TADALRERALNS.

47 v SR D BAPP HEBDERNL E LTk
4 %) 7H(E693K), A (E693G), Flemish Y
(A692G), 74 A 7 RI(E694N) 72 & 31 & 1T\
%, D3, ABPRINE ICERT 2 8RS
ELTHFERAD ORRELZ LY 1
(PS1), 7L & =1 v 2(PS2), apolipoprotein E
(ApoE) D AR 21 VY Y I —TdH % Down Jif
BREDIH B, BABITIZ B LI AB42 MERE
L0 L, I Tldk AB40 OEREIFLTH
e, F, BRKD APOE BEF% R8I BT
LR TIXAD OEBREFCTH B ed4 7NV
CAA OREMIETTH D, AD DIMEIRTF L Sh
%2 7V NiE CAA I4E S iMoo BEK 7T H
BEINTVEY LhLbyEk B 28T
iE, €4 7Y ILIZ CAA DM L 7 BRETF & i3\
Ao 7250,

@ 74 RS2 KBCAA(HCHWA-D) - &
TA 77— YHEER%2E T 5 cystatin C
PN I EE T 2ERTH 5. Cystatin C BB
T 20 BRERICEET 2D, TA A5 F 8K
FTIE L68Q MEBRNHE SN TV 5%, 20~30
B CHHEERCEER ORI THRIEL, m&HE
FIRIEIT L, 50 BB ETC M Tt 5, 7
TuAd FERMEOAL TR CEET 2
P, EEEREZETSZ I EidEwn,

® JUF > ZEBBECAA(PP-CAA) - 7Y
F v EHPP)BEF(PRNPYDERIC X h HE
HIZPrP 7 3 v A P28 T 28GR RS
I% Gerstmann-Striussler-Scheinker J& & L T & ¢
HSN TV 5%, 1996 4E Ghetti 55?13 U PRNP
(Y145stop) B2z X b 38 I ICHET IR R % %
FEL, B9 THT LA HAALZ 2 HE L7, &
FEB ORI CId Alzheimer WMD) {3 ™
P MREAEZIL L E BT PrP 7 2 u A Rashy
MEIZEEL TED, PrP-CAA &\ 5 LFRHRIE

INT0D,

@ A X1 ZBICAA - 1940 & 12 Worster—
Drought 73#k & L 7- B M EMEE 2 R TRE
A ¥V AR (FBD) T 50 MR CHIE L, i
ITHRIR, BB X ORIHEEZ B L, HEEMIC
BEFEMRTM, 77 F, CAA DiEh, BEE X
CARICE AP RO 5%, —F, FKiEHT
v — 7 BER(FDD) T3 30 AV THNEE X
OHRE I Z 29 525, £ FBD # & U FDD »%
EBICBRI L XIEN B EEFOERICL DX
XNz LAl L 729,

® 71T KBICAA - 9 FHAMKICHTE
¥ % Gelsolin BT (GSN) D HZER I L b KRG
H, KEEB LUHEMICgelsolin 7 31 4 F
(AGeD) HSILE T 5%, ik, L— FOEEZEL,
MRI TIEHERENALNS,

® /N\>HU —BICAA-- - Transthyretin {57
(TTR) D ZERIT Xk 3 CAA™ B 4 familial oculo-
leptomeningeal amyloidosis & b ki, 73I o4
N OWE DRI E PRI 2 5 N 5538, BMInE X
RS, R D TR, FE,
G, IMHEZE, SETRENAONS Z LD
558)_

2. b % 3 1K 27 2 (cerebral cavernous malfor-

mation)

b 3 IR 75 T (CCM) 1348 03B 3 ik i fn oo JR R
Eh ), WEDMBENEREREEL CRIET S 2
LB B, BB CCM OFERBEETFIZ oW TIE
79, 7p, 3qIESET A LBMSNTED, Tq i
BT 5D DB L T BT Krev-1/rap 1a bind-
ing protein O —FTH 3 KRITI DEENFK T
BB EHHEL 75,

3. MEERIRETTZ

IMENEIRATZ O 9 b B s H e B A kR
fiE (HHH) i%, %l 4 Osler-Weber—Rendu syndrome
&b XT3, HHH type L IZME R K ETHIA
L, TGF-B L #i& ¥ 2 ¥EHEH endoglin OEE T
(QDERICIDEL B EMHSIKEN
725 Endoglin X O#ER ) €5 v 7 I
BL, COBEFOL v ruy 70 6 HHEFA
LRNIIMHEINZ 5 $#2 2 L, 8IEMA T LI
DREEAETH 256, NEIIRE & B2 2
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ERREINTWA®, $7:, HHH type 2 2R L
CMBEBAETHBEL TGF-BZ R EICHEERET 2
activin receptor~like kinase ® & @ T (12¢) D B &
THHIEPRESINTV S,

4. REEhiRE

BB T < B8 5§ 2 BB F I I mEBE DR
BEADS {5 X4 T2 5, Ehlers-Danlos fE{5
BB oW BIE U, EERSYE:, 2L,
BRI ZAR, MEREEL &2 R0 2 BEBHEET,
WAk B HE D 9 B type I collagen @ pro ol (111)
chain D &R (COL3AI) DERIZ X 5, COL3AI
DEBIC & 2 MEIRE LR IRE IR I % < F4k
L, carotid—cavernous fistula(CCF) 2§ % = &
WHE G, F, BEREEIEEZIER T 52 LD
D, MEZEDRERNE bR D,

Marfan SEMEH#EIE 7 €K, RERLV v ABHE, K
BONRMEAE, FPINAE 7o & ORBINAT R 2 R TR AR
BEETH DD, REEDEKEEF £ LT micro-
fibril @ FERL % T H B fibrillin~1(FBN1) (15¢) & X
U fibrillin-2 (MFS2) (3p) D@ BT WHEE S i,
72, B MFS2 55D TGF- AR, BfnTDERE
L THAREDFET S 2 EPWmES I TL
%% AREBCIRMBIRERAIC X 2 < BT
Mo, FEEIC X 5 0FEMEKER, REIRE
BRI X BINEEL X342 805H 5,

He AR EEEEER %2 5 7 polycystic kidney
(ADPKD) i3t FizBWTh - & bHHEDFVE
—BEFRET, SEMEEOIE»ICHBIIRE, O
FRIEE, Bk 2275, ZORRERET
& L Tl PKDI(16p13.3) ¥ & Uf PKD2(4q13-23)
PBHoNTEY, PDKI DELTFEMTH 3
polycystin-1 ¥ #lfiast= F Vv 7 A0 HiR i S
TaEVWbR TS,

bYUEOREENBIEREZNRE LT/
L7 A FESEMENTCIX, AR (tropo) elastin HEE
F(ELN)ISTFETET % 7qll TH K Lod 2 2 7 3.22
Ebo L BBMOEESTEOSNLY, LaL, b
DED 14 TR 2 WNRIITH N B OFENTCIZE
BETECEEIRAD o nho1%, —Ff, 7
AVADIBRZENGFE LRI ClEPID
7q11 2B 1T 5 EBEDHER S 1O, BANFLNT
w3,

566 | EROHHIH Vol 212 No. 6 2005. 2. 5

151

- BHOI
R TR S RENICES L, b7 /7 A
FHEZ & D & FEEFORINEZDIZ LA EHH
SN, Ef, HRNLBEEREET S
ARFZOEBHREBILOVTIEDEDE L ZDH
HEETPHO MR DOH B,
AEgTidfihin & Nixd o 7225, Fabry RIZE T
% a-galactosidase A fiFEEEO & 9 1, EisFi
RORREBRAN BRI O  WTREED &
, SHROWMEDOREIYESNG, LL—F
TREBFREPRIENEE 2 T TH { DREDE
BFRVELHL A INTEST, SHRTEE
R E L2 LEBEZONBEELS Y, DLk
BRICHLT, AEELEDTEDLICTT
0D—F LTV DOPESEOEE I 3,
FIO0E, HOEEZOEBEVNRITII T3
BEFCELTREBSFSE, & I single
nucleotide polymorphism (SNPs) & ¥ HURZ 1 & D
BIROET I, A—F— A4 FiEELHEAET S
OOEEE LCEHI N TWwS, & (i, BN
EREICHEL T2 oA CTH 2 RIE,
R, BERBEEL L LEET28ET, 5
WIS MR ERIAR L BT 2 B FHaMET s
Twa, Ins OBEETFEHEICET 25O
T FD—ELLpIBRB Z EBTER D705
FEMIZ oW TRMORIT 2B,
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HEG®N A KT LIFCOKZERDERE ; H1 K5+ A FIHADES & % D@ECDRRF

O~ 5 THR

FEIMMRZEICN T B EC-IC /N1 /Y X 1T

EC-IC bypass for hemodynamic cerebral ischemia

1|

=Z5 — *

A

Jyoji Nakagawara

©key words | MIATI¥#MOM AN, BXILGE SPECT M4, EC-IC /¥4 23R

L EUis

NSEBIAR DB % IV 728834 - BN MEY &
5 (EC-IC 734 /S AHF) O—HiR T % RAEE)
BR-rH RBNEDIRYE4T (STA-MCA /34 7323 13,
BIEEZEOFR T % B & 3 2 (@A T
WINZ T, b Rb RIS § 5 MATHE, MEER
MR O SEME R S5 1L 720 O AT, EORENEIR
R HREE MR OB (SRR ) MATH 2 & ICERERIG
AEhTtnd, LrL, ZoFMHECET 2T
VADERR, BHEDE ZARTGTH L, & 12,
ARFMDET B RIS & L COMEEDEIETI
BB & § 5 STA-MCA /SASAFIZE LT,
19854 23R & N7 Barnett 512 X % ERRILFEAFE
DFERIZ X o T, BTEBRBIMRICEHAEERELEET S
IEWEBHIFEE R E LS, FOAMEITLY
TU A% Do CTHIEIZERE SN2V, B, T
BUYLRERICL VEEOERTH* BB E T4
STA-MCA /34 NRAFFLARFFICB VT SR L,
ZDENMEE R 720 O 7 e P ASAFR & s
& LTCiERER I N,

19984E AFRIZ BT STA-MCA /34 /AT OH
V% B EMGES 5 7280 @ RCT %% Japanese EC-IC
Bypass Trial (JET study) & U CHEEI NIz,
7272 RCT ZHAfEL7-T& & L Cit, SPECT B
7o BRI E RyE O SR X 0 4TSk I o &
TESERHMEASIREE 22 1), STA-MCA /34 7S AH2T
WIS & 72 5 subgroup & VW Z LS TE B LD
K720/l 3BT 5N 555, EBM 2xT§ % i85k
DUEF D, STA-MCA 754 /8 AW DOIET DSAAEHY
KRR SN/ Th Ho/¥, KFFTIE, JET

¥ RN RS RBERARESRE R

HAES 29 1 1055-1059, 2005

1563

study ORI 5 F 2T, BIRICBIT gz
DOEFETFH % HME T 5 STA-MCA /34 NGO
BRI R L FOHENIOWTHERS,

TR AR ORI AR

Bt ERRBIIRD 7 7 1 — A MR IZ X % PHZERRRZE I
£ BRMD 9 B, FIOBHEFE (cerebral per-
fusion pressure ; CPP) OIETIZ#EA 4 2 AxEEIm %
MATII BB (hemodynamic cerebral ische-
mia) & X875, Z OREIIREE D B ATIRMELS
IZBWTEZEORFE T % B L 3 2 s T
WAL 72 B o MATIIFRIBNIRI O FRRELEFE o>
Y, COEEEICS U CUVEMREERLME &, i
e LHAHEOHEI O, Z L THhDE (I
1) BEREOERTAlEEDOEA I, M C
X B BIAETEE (auto-regulation) WSBHLHDT, FD
FHEATHIUIRITORMIEEIZE & L CImE o
iR & B VAR (cerebral blood volume ;
CBV) OINZ & o THEFFS N D, BIME DOIRE
FUSZETD { Bk & o ERIS MR T HhE
(cerebrovascular reserve) & b Xi¥h, MIEERT
TRl BB FRRICB VW TIER Y 5,

FRETUESS S BIET 3 % &, BRFHLiE,
R BEVRIEAZARTF L TR § % 25, IR SR IE AL
(oxygen extraction fraction ; OEF) ®_EFIZ ko
T, WEEFEACHE (cerebral metabolic rate of oxy-
gen ; CMRO,) (3#ERFS LAY, OEF O _EFICHT
< BB FAH OMERE I THae s & JE
N, TOEREORNEI% PET (positron emission
tomography) TI& misery perfusion (& K ¥E ¥t)
[OEF @ £ (>0.4)]° LIFFS 5, BEHRED S
L AETICLY, OBF @ LHIT X BT 1
REMSTESR L7zm L 0, RFTORERRAHEORL

1055



EESELEGES

Y.

HMmmnE
(CBF)

e T A

B IMEE
(c8v)

NiES
e
(CMRO2)

LRES
FBEE

Stage I I

A

5

\

B EFRIE
(CPP)
Stage 1 © MR OIS NTER FHEEDET
Stage I © M FROET -+ INTBR FHEENDIEL
+BCH FHEEDIET (misery perfusion)
1 MITHFMBEMOSERE &RERTFHES &
U ICHFieE & OBER (EER)

DHET Y, ANEWAICREELSER T 5,

Lo ko 2UERSE=EOBES AT, iTHhT
BRI O ERERE L, MR TR AT L ET
% Stage I, BMTEBEFREEDIER D & BT Rt
DI T T% Stage I & L CHEEINLDS, ZEHG
PRI & BRI TFI58E [ (acetazolamide ERTMIL
T/ LRI IR — 1) X100%] DHIZEIZ & - T,
ROXHICEREESET HZ LB TELY, Thb
H, FEREEININIRE OMERE & INTER T HAE DT 25
A NBEE % Stage 1, ZERNIGEEORLD &
BT OTESR (MAHFHIRIZET 3 225
BN IHEREND) PR N LA % Stage T &
ST B ENTESL (H1),

1056 FraEL

20855 9%

154

MAT =09 BY R I Stage T, § 7% 5 misery
perfusion {3, 19824E|Z Baron HIZ L - TIRES L
7oEETH B DY, STA-MCA /854 73AFTIZ & o TH
HAREL T HARE TS 5 Z L AR ST 5BY,
Thibbh, STA-MCA SA324fFick Y F#nFET
AR L CWIREMREAS EH L, OEF OIEEAL
ERRIMTE OIS 72 6 S,  IMATIIEA090M i
DESEL SN B, —F, BREBRFERHFEL ST
B I EHST E R RIMH SPECT Tid, EMEMEL
VWL R U misery perfusion #3045 Z & 14K
HETdH o 7205, B TIHPI-IMP-ARG 399 7% &
&9 RET L b AEE OB VI SPECT E&
BEHEEDERRIGAE S, eGSR & R
figHE & IZBME % 3% %2 L T misery perfusion (24424
THREY EREIICHET 22 L05CE S (M2),

ZEFIEE X O acetazolamide BIFEF DA IMITE %
X-Y BERgEEy Bz ay M s &, MIATTIFERIN R
MOBEIEEE, K2l & dBEBIEIIRENS,
Stage 0%, ZEAFREAMIMTEIZIZBIfR7Z: <, MNPEER
FIREAS+30% LL RIS RN THBIGE L2 5,
Stage I 1%, PXTEEETIEAEDT+10% ~ +30% (21%7
NTWBEE, 5 WIINERTMEESS+10% LT
T, LRI ESILEEHAEN TH 256 & %
%o Stage I1 i, ZEHEEINIMGEE DS IEH FHMED80 %
Kifi IMP-ARG ¥ T1334m1/100g/min LLF) T,
P ORIEERFIREE SRR 2 EE L CTH10% LT
EIELLTWAEA LR B,

EEIIZHE SN2 Stage MR % STA-MCA
INA IRAATTIE, BERTFIRBEDTE & & b 1%k
BERNIMATEASE B ICHEIN L, mAT IR0 R i o8
LSO NS Z EHLPCENTVWS (X8,
4)7,

B EEBIIAT TR O T ¥ 5 > 2

misery perfusion <17 /J22AYAK RN Stage [T 12
A S B BRI ER IS A & L2 EBY & FRAFEY I 1a
L7236 0id, ARICEEOFE 2 &S Ledn
LD RNTHRE SN TWAEDs, T
5 OFEFNIXT§ 5 STA-MCA /54 /S A ASHNAE 22
DEFEZEBIVETSEEZNE)DIOVTE, &
NETRHTH o7z, BEEDOHETFH BN E T
% STA-MCA /NA S A DEFNHEIZEI S 5 RCT
1, BIERO X 9 1219854E 12k & L7z Barnett 512
& 2 EBILEEIME— Db OTH Y, —RRIChE
BEINRICHEERE LR E T 5L W EHE T 5 &
20054F 9 B



IMP-ARG

vascular reserve (%)

-+50
+40
80
+—+30
+20
—~ 70+
i=
E +10
o
8
< 60 0
E
w —10
[an}
(@] 50
g —-20
g
o - —30
& 40
xel
£
@
§3m
[<h
&
20+
104 > normal '
critical ; meant2036 !
S
Ie\gel : a0 :
0 T f T — i
0 10 20 30 34 40 50
' resting GBF (m!/100g/min)
Stage 0 © BERFHEE . EF (30%<)
Stage I © BifEIRFEE . BT (10%<, =30%), H3WLiE
C OREIENITE | EFEHE (EEEHED 80% =)
Stage I © BITEIRFFEE | 8k (= 10%), »D

LEIFHIIRE BT (KIEEFHED 80%)

X 2

LEFRE B L U acetazolamide B BN I T 28T ("PI-IMP-

ARG ) (C & 2 MiTHEMNBENNTEEMEEESTN BHEo@E
EHINBER T HEENIEE £RY)

L7236, STA-MCA /3 7S AT 13 Bl 28
DOFFEEIEIT A5IES TV E B TWAEY, L
LZ 0t IMATIIEERRM R L0 %E & A T TR
XY, MATEEMIER)E 2 5N 5 subgroup (I
TR BRI Stage ) 2SRV & /-, 2T,
Z M5 D subgroup (X9 5 STA-MCA 754 /3 A
Wy DI ZEFEFERIRIZN R 2 BHEMN R $ 2 720D
RCT & L T Japanese EC-IC Bypass Trial JET
study) 2SS 72,

Z O trial T, MATIISERINN IO & E R ESE
JEH B VEEE & SN TWDE I T
D, EERIT Stage I & HE S NWER (AL
20660) DEEREN, EAERIIT b NI FAR L
SEFMAE L DM TEIFARM (modified Rankin

HEES

2R EE 95 20054F 9 H

1565

Scale ; mRS =3) & 7o /2fEBI$ (primary end-
point) & FMAIDORNIEE 4 FEE U/ fEBE (secon-
dary endpoint) ASIEMEET S 7z GEEREART 2 4£
) o

AT OSSR T, primary endpoint IZ3E L7z
SEFIECIS B EREAR 11 7 H CIEFANEE o B, T
F26BITH Y, Kaplan-Meier analysis 12 & 5 84T
TId p =0.0577°C, FFAMBASTHMEIIL LT
primary endpoint 123 L3 VMEETH o 72539,
TACRAT OFE R CId, primary endpoint 123 L72JE
BT PHBEEREIR 24 7 B CIEFAMERL7HI, FARE
781 Y, Kaplan-Meier analysis 2 X AT T
IEFMTEEIZ B VT primary endpoint (23S 5 FEF
DIEFMB L D DABIUET LTz (p=0.039),
1057



Post-op.
(1 year)

(I 3 DFEH)

—75, secondary endpoint (Z23E U 7= EFI LIS FH
BRI 24 7 B CTIEFATEELLG), FMREIHITH
Y, Kaplan-Meier analysis 2 & 5 8T TIE AT EE
B B EMIRAEZE DO S ERAIEFRE L D bR E
AT LTva7z (p =0.042) (ET study SRS o
JET study O Z D X 9 fEHRH 5, subgroup (AT
JIHHIR B I Stage I) 12%F3 % STA-MCA /34
IS AT DFFNEA N D THERR S 1720

65 mEM, AHKE- - SREETIC TR
e U 7= 2 N SEEN AR B Z2E OO AT T D A A B ED
s AEs (LBE) CARNBREIES
FEG (LBA), &L U%E STA-MCA /N
1 IS A OENERRESAIE R (TE
k) LEBER (THRA)

4 X3 77T /FMEN Stage THEFIO M
RIS O NI SRR

IMP-ARG

DIAMOX

TTET DR EERSIN 7 SPECT DEEMRM (£ LEX), acetazolamide BTSN M
7 SPECT DS (HLE), HLUHHBOLERNII SPECT DOTE 27
1 (ZETER), acetazolamide B BN SPECT DEEHN (B TH) £,
2 DFHMELEC L V), ZAIFAMEIIRE D HTET Stage I, #7712 Stage 1 &
HEENhD ‘

4 MITHZERRKER M Stage 15O ML SPECT & 2 BEHRAEAT

AT RO K A Fo 4 Y

MEEOHHE T+ B9 L 35 STA-MCA /31
IR A OB BT OBIGIE AL, JET study” (23
CCLUTFOEB 273 UEN D %,

OHNSHENNRR O FAZEMMERE (77 11— Al
M) 12 X % TIA & 5\ id minor stroke % 3 71 B LA

1058 HBES £E29%45 95 20054E 9 B



K288 72738 LU O FE B T, modified Rankin
disability scale (mRS) %1 & A\ d 2 DIEFTH
B b, OMEHRFERRIEHES LTIE, CT 5\
|3 MRI b — IR Ao 72 5 A 8 22 I 22 3
2O, BNIMEER LNSEBIIRS 5\ 3 F N ED
RAGRDFAZED 5\ ITEEEREL b DEFITH S Z
Lo QOIMIEEREIREDILNE & L Cid, BHFEENS 3
BRI UL BB EIZfT - /2 PET, SPECT (**Xe # %
WIE'PIMP), & 5\ id cold Xe CT & V72 EERY
7 IMTEBRAISE IS T, AR EBI R 3B Ik oD Ze B A LT
HYIEH SEIIE D80 % Fitti 7> D I IE IR T A10 % LL
TOEBITHDLZ &,

—77, Fehigkier L Cid, OMRSEREDSEARE 2 iE
# (mRS A$3 LA L), @IEBARTEILIHEDIER], @
EVERES - B4 - WAL - TS - IR 2O &
#4 5G], @6 H B LNOLEHEZELY &0 5 5E
®, GZeig s mEEAT300mg/dl LA EH D vt A >~
A VRESLE L o BER, @R M A
110mmHg YL EOFER, OBIRFIERZERAE, @
BENEERRE, R EVhITONRG, 72, ZOEH,
BT A BEEE & BT 2 720124, WE LML
LCAFMR 2 +oBHL T\ 5B I L, EFRliERO%E
R LR FRIGIEE IS B W T T 2 iR S BT
TELZE, REVEETHL,

JET study 1%, MMATHIZEBIPNEEIN Stage I & 22U
ENBEFERNGRE LIZBEIIBWT, NMEEDORH
T & BEYE T 5 STA-MCA /54 XA DOERD
BARRLIZDDTHY, X DEEOMATIFRIMNE
MIZXT9 % STA-MCA /XA XA OBREZ N E
TEHESL LT, SR, X Y BYEOITIEN
I 2 5t & L7236 0 STA-MCA /3 A 23824
OEHEIBT BIRFTDNETDH 5o

[xx #l

1) The EC/IC Bypass Study Group . Failure of ext-
racranial*intracranial arterial bypass to reduce the
risk of ischemic stroke . Results of an international
randomized trial. N Engl J Med 313 : 1191-1200,
1985.

2) WJUE EES - YA OS54 SAFAM).
RAVEHE B O AT & 8IS T, BIEREL, fuiR, SIaETE,
W, 1990, pp113-161.

3) JET Study Group : Japanese EC-IC Bypass Trial
(JET study) ; Study design & TR, Rz

D4R 30 1 97-100, 2002.

4) Nationa! Institute of Ncurological Disorders and
stroke Ad Hoc Committee © Classification of cerebro-
vascular diseasc [l. Stroke 21 : 637-676, 1990.

5) Powers W], Grubb RL Jr, Raichle ME : Physiologi-
cal responses to focal cerebral ischemia in humans.
Ann Neurol 16 : 546-552, 1984.

6) Baron JC, Bousser MG, Rey A, ct al : Reversal of
“misery perfusion syndrome” by extra-intracranial
arterial bypass in hemodynamic ccerebral ischemia @ A
case study with "O positron emission tomography.
Stroke 12 ! 454-459, 1981.

7). WJIIEEET D SPECT & PET. BZEW % The Fron-
tiers of Strokology, WIF 4, fhiF, EZFEk, E
5, 1998, pp 139-154.

8) Samson Y, Baron JC, Bousser MG, et al ! Effects
of extra-intracranial arterial bypass on cerebral
blood flow and oxygen metabolism in humans. Stroke
16 : 609-616, 1985.

9) lida H, Itoh H, Nakazawa M, et al . Quantitative
mapping of regional cerebral blood flow using iodine-
123-IMP and SPECT. J Nucl Med 35 : 2019-2030,
1994.

10) S | IMP-ARG . SPECT HhEMI(E ; €&
LB L ERER, TEHEER, A YH a1t
W, 1999, pp72-78.

1) WIERZ R o BIRE G &g
51 :502-513, 1999.

12) EZRZ, Fai-F, kR, b R
SPECT DR FT O BRI & £ ORI ERE. WIS
9 . 483-490, 2000.

13) Yonas H, Smith HA, Durham SR, ct al ! Incrcased
stroke risk predicted by compromised cerebral blood
flow reactivity. ] Neurosurg 77 . 483-489, 1993.

14) Yamauchi H, Fukuyama H, Nagahama Y, et al:
Evidence of misery perfusion and risk for recurrent
stroke in major cerebral arterial occlusive diseases
from PET. ] Neurol Neurosurg Psychiatry 61 . 18-
25, 1996.

15) Grubb RL Jr, Derdeyn CP, Fritsch SM, et al:
Importance of hemodynamic factors in the prognosis
of symptomatic carotid occlusion. JAMA 280 : 1055-
1060, 1998.

16) Derdeyn CP, Grubb RL Jr, Powers W] ! Cerebral

hemodynamic impairment . Methods of measurement
and association with stroke risk. Neurology 53 : 251-
259, 1999.

17) Kuroda S, Houkin K, Kamiyama H, et al . Long-
term prognosis of medically treated patients with in-
ternal carotid or middle cerebral artery occlusion :
Can acetazolamide test predict it? Stroke 32 2110-
2116, 2001.

HERESE $529%% 95 20059 A 1059



Medical Postgraduates Vol. 43 No.4 2005

SEIEIBET VA YT YITr—5

76 (390)

SR E O BEZN © CT &S

i 4 RE ™

B OFEHCEHEBGI L o CRMMEEEORBBIIRIRICN L L7, MRERERICS
TABRITRICHELL T AV, EHEMCTORATHRENIIRE VD, B - ERERH
EEEHRL, WMHEMELOBWEEG LA B2 LENS . CTERERIGMRIENE %I
LEEWZ LFRAAS WY, REFERORESENEROBEEN LIBHETH D, CTH LL
IIMRIBM CRBIZLERD R IERE TG T 5 2 L2BALN, B STEIWE & b REFE V.

Key words : BAVEMIINATE, BEIBMCT, early CT signs, CTHEWHEE, ~NVF A5 4 ACT

IC®HIC

MRI, &9 bIFHEEFAME (diffusion-
weighted image: DWI) OHIRIZ X - TR
BEOHGEZU I RENES % HIT7-, DWIE
IR EE (perfusion-weighted image: PWI)
#EEE LLEAWMRIRERIELS ZITANRD
N, ZLOBHRTHYLRTWS, LI L S,
MRIZBOBEICBWTD, MREMERE EH
KBW) ORFHEISKEDR ¥ v & — FiLR2ZH
HCTE ENTWwAYY, ZHiFEIZMRIDavaila-
bility DK S E R FHRBOREICEET S R
bbb, RIFTIE, RUENMEEOCTZINICD
WTMRIE BB L G OBHTH LT, MED
BMERLMITEEEDIL, SBROBRTBEED
BN DI EZTVETY,

ERARBfECT

IS VAR O BEIS IR E T BV T EMCT
REELBREHZER-LTWSE, CTTE, HimE
FREODGBEOM, MHERMZEIL (early CT signs)
DOHENEETHSHY, Early CT signsid, L~
A DOARRL, BRREHEROIHE L, BiEok
M zigL, BETFRLERAMEOFHHET

ThorIermshnTtwsd (B1), Early CT
signsPENWR T BB TH 2546, MBRBEHE
HEOBEIS L % 50P, MRITIFIMEOREE TR
ML LT\,

M HERFROOFEEMERIE T, early CT
signsidDWIE FFH, E#HEICHB T2 I8
%<, T25FAE %, FLAIRE{Z X b8 TdH 5,
272L, I FHERCEAERROMETIZE)
TdH b, Early CT signsidBEM LTI 20,
DWHZHAREBMAN S 2. BHEEICL - CHBI
PR ZAZ L, HEHBKENKENI EHH
LBHTWaY, i, BEICL o CTHMAEFKE
REGAENB =0, Wil EmREEIITMO
DEB I VEFD LY, BITREREDS v
Fhfb it EE (RCT) THAMELT-Japan
(MCA-embolism local fibrinolytic intervention
trial) Ti&, CTOWEE, ERE, HEEEE
¥ILT B Z LT, early CT signs® @i %
XL Twb (http://melt. umin.acjp)o %385,
MDCTiE—fICEEm AR AR 720, WM
WIERKEERET2LEN D 505, RIETE
MDCT% 6T OB EE/LEMPBHLo20H
5o

Makoto Sasaki: CT imaging in acute stroke.

YETERAE ORI

158



