Arp SRZBN 2019 4F 12 H 55 26 B4 6 1)

* 739 -

CADASIL2 5 A& il I SCHkE >

Fhe Fwri W

€D

£ FHA

BH) il 2 4> CADASIL K& .4 GIEFMIRRE I GEBRER i ENRAN . FE o
Br BEARHR Y 4 4] CADASIL 35 MR RE I AR a0 RN AL, R

I R BN S 52 &

VEMGRESE Sk DA D BE RS AT ZEEE f2 s FE PR DI 5 10 19912 B noteh3., £5i8 X A7 Wl 5%
o R BUR RMZE H TIA L AT PSR R AT D S5 S 1) (R T o — P e B AR A A 6 B S S I

K LA B 4G T 3

[5#17]1 CADASIL St mmm G RRHE
[FESFESY R743.9 [xEtRiREEY A [ZEHS] 1007-0478(201906-0739-04

[DOIY 10.3969/j. issn. 1007-0478. 2019. 06. 024

CADASIL J&— 7> DL ) 35 4% 4 11 85 4 i 9
ABHEHIGE T 2 %K & CADASIL 3t 4 fil 835 .
PARBEINT .

1 IR FE R

FE LGRS, 5,38 2 (1, 31 &k
g BRI & (& 2) o J8 3 2011 AR 8 H ki . 3R L
S I 5 S AR A, B TR AL 2011 4E 6 13
HATkm CT K x, S B2 Wik “ M k9 7. 7 kI
TR AR A D IRIAYT L H SR T ks T
2011 4F 8 H 21 HAMBE 2 W “BitEaE” , 3697 5 AT i
AL 2015 45 5 A 9 H B H RAER A 5 42 F K
A HMBEAERE 10T Ja RE AR AP 5 5 2015 4R 9 A 17 H
B EAT ML BOTC T R RFF S 2 R AT
J& T 2 B e T AR 2 IR YT 5 2016 45 1 H
19 H R A MGG BB T M, Krge 2020 PP 22 i
Jaig A4 TR .

ARG AN A T BT 4 9, 20 5
e R MPEAR , 47 Babinski fiE(+)

IR - A4k (2016 4E 1 H 23 H) i HCY
332,47 umol/L A . 43 I35 H &2 1E % . 2016 4F 1
H 29 HGa3lJa 37 B FLER6149. 4 umol/ L, [N i fiR
155.67 umol/L, 2016 4= 1 A 29 H (& 3h 5
10 min) FLAZ9745. 7 umol/L, P i fi£ 389. 68 umol/
L. 3K/ MRIC2016 4F 1 H 23 H) SR (D 2 &M%

TEH AT 230000 AIE, LR 8 N R BE il 2 R 1 Wl
ZRgH EWGHEREE) 0] CRIERIR A —M R E Bt
ZE RIS

REBE  H P ZE MRS S 6 B A BT ok
P 5 (2 28 A7 Il e 2 4 79 000 i 1 T I A el
(K3,

|y g

&
T ZR L ITBARB . BIRACKR L. 7 kAR

JEH L 2 A S AR G R R 58 CADASIL, £ B 4558 %
iz CADASIL, i@ i3 X M 47 510 R0

B2 fl1k

LKA, 2016 4F 3 H 22 H 3L A £2 7R
NOTCH3 2:HA 1 MRERA (F 4 R Z A
5 CADASIL,



Stroke and Nervous Diseases, Dec 2019, Vol. 26,No. 6

o 740 -

Jilo RBUAZEF T AR S RA . FEA 22 LTI T7 .
A BRI I] M 28 2R GE B PR o

391 Sk MRI ] 25 0 i PSR 15 B
FORBIHLI R I AR BEA AR T K T (3
5 WA N 95 B TR B D BET AR T T
i

P

/\‘\ \ ,w\ ./\\\/y\/”\ /\/\ Y. /\‘

B - AR 55
APP | COL4A1|GSN  |ITM2B |NOTCH3 | PDE4D
CCM2 | CST3  |HTRAI |KRIT1 [PDCD10 |TREXI

4 AFFLE . NOTCH3, 548 fif & : chr19-15302993,
AR ARME . C. 457C>T, G )7 AD

KFERM2,5.,37 % eibd 2 Rkd, BEA
2013 A A AR A S MR HIR R R
JE R TR SR R R AE R rh R kA 2
YA R BT 7 B R R 4E 3~ 5 min, JG i i 55
FEAR 52017 4F 6 A TARM T B K, #7124 “CA-
DASIL”,

A B R TCBH AR TE .

BRI 2018 4 7 3 H 3kl MRI ki #r i
7N (D) Z2 PR BE o JH rh A M - | 2 00 366 05 15
KA 2B 5 (2D T A0 A 1 5 R A A 5 (3) Wk Y
FEESE b s (40 RN ik BT TE AR (11 5)

LK R NOTCH3 £HA 1 M4ed i
(H 6,

KE 2.0 3. L EiEE) 54 2 (- 7). BEA
2018 4F 7 H 24 H H A T4 KRR I212 T N 2

B5 2 /st MR A WAk o 9 000 e Al B 35 Jee 4 L T
T AL TR B2 )2 T ZHOIR BEIRK TR To 5%
FErp A OB e 1 ik DWT R 255 . mil
i 2 i J5 #8550 BOS FRPEBE IR T K To {55

pAlESE

A AL M ) m/\A

B s AL A B 5
APP | COL4A1|GSN  |ITM2B [NOTCH3 | PDE4D
CCM2 | CST3  |HTRAI |KRIT1 |[PDCDI10 |TREXI

6 M 2 2848 ¥ . NOTCH3, %8 48 fif . chr19-

15302993, K HRARE . C. 457C>T, #4577 AD

oo
4
L2 g

7 FKFR 2RI B AR otk wi kAR
UER 2R BT SR IG R IA BE CADASIL, £ B A5 A%
1§12 CADASIL. il X kAT 5 AR H 51 5 0 il
HEHF.50 2 SURAESL » 38T — O B A D B A TR R 2
BE 5 WA R AT 0 5 8 2 5 O SR AR 50 %
BUMGARESE . A7 R I 1 43212 T3 0R

IR A BU BT BE (+) 470 SSA52(+),
AR AR A IEH . Skt MRI(2019 4 2 27 H)



Arp SRZBN 2019 4F 12 H 55 26 B4 6 1)

RPN BR N2 K e W A5 S R R
(B8,

B8 i 3 3k MRL. Al UL WA | Fr s UL B F bR A
KT K To 550U IR 18 b 0 2 55 SR 5
Wi R BE R RRE I T R K T2 (55

FEPRIRGEIN 12 78 1% 36 (R A0 (B - XU B —Ab 24 &
75 c1010A > G, 5 B2 3 R vk 7% p. Y337C (&
9.,

uPM/\A _1" li.f \aJ\A VA -;(\ A.ﬁ"’.

EPNGONIS00588301-2)chr ] 1 LAS61 TERERC 0650 - TS DY

[ [

A A A A 1,‘ ,
J’UA XV ‘-AA-—;‘_‘A_—‘ _j\'._.__L(L

9 fi] 3 Z FLPAIN BN 1% A BT X 8k B —4b
ZREFAE . c1010A>G, SR A FEBR UL p. Y337C

RER 2.0 4, 0EF 2 F.30 %, LI R KA IE
52, H: notch3 fEfEZR A 2878 (& 100, HAjJo i B
P2 R G BHPEIRTE

2 i #

CADASIL & — KL v AR sh ks 1k &
TERYRE UL 0 1) 45 Ik 2 R %) it o s ko o » HE ELA
3 0 H e o R s I R R AR B . R
Sourander %5F 19 20 S 4kil 1 1] CADASIL

. 741

GCAG GCACAGCAGA AAGAAGC

10 {5l 4 Z BEPRUAS I 42708 3 (R A0 B 7 DX Jak % B — Ak
B4 BAEAE 1010A>G (44 587

FROZFEFZRW 5 G h AR R RO AR IR AEAE B
A AT RN ) R BT, 38 32 s UK A HEBR f8 35 i
Sl IKAE AL K il A VE R AR L A 44 R s M 2 Al
FEMERIAR " . TR EEAR T 2000 4ETF AR RS GE A
R B

CASASIL il KRR BA OFER . HHETA I
PRI 2 TE HAE R » A TR A 28 3R BRI A A 0%
H20~44 B KR FE R BREEGOE DR
G R R, BAFE L RIS O R4 5
etk DA TTA T i 4 o A v o i R 22 20 A&
FA UL AR ZBURE R RIN R ARNE AT
SRS HE T PRI BE 2 DR IGR (i — 2k
J&h NGRS . AR K R 2 ] 4 BEIN R
3 (G324 A 4% JHC 58 22 LA 7y S R 451 14 A it
R ZRIN— M BARTE S R s QR L Sk
R AR EI MK YR TR DL, B 2 e IR
LR PEFRETEFE IS . RFRER 1+ 2 4]
iz BB RN R E AL . HIRIER 25 )5
G . YIS IS Ui Sk I8 R A e IR ) A
I RIZ R SRR T e Sk U R e A A B
TSR A ;s O 2ok pioiEtk . BB RIS & e,
B A3 A S B AT o B A i 1 B A8 L R SR R
SRR BT B R IR R PSR R RE R AE . AR
K7 PSRRI G KR 2 h ik & B3R o B
ABL 191) » 925 T GG 300 J5 B3 5t A PR A g 4 o 27 1 30K ol
TN OB E. JLFUrf ) CARASIL 8345 #5
AT DAL RHEE . AR 1 AR R A LT
HRE e R R K 2, 2 HF R B NB A,
A5 B 4k AR B © HoAthm R F I, AT Ff 2 /5
P22 JBRIEE T D98GR L RE R AR A B e P . It
Hb S IRA O VBB 0 LR Il 55 3R 30 A SCHRHGE . A~



. 742 .

S 1) P AT R L R, A BFR G 3 R
SSAS2(+) . ZIBEIF TR AL, TIREEBIEIR
AT DL B b 22 R e i DR A R R R AR AR
AT R T MSNMO %5, #2858
Bt e HAAH KA » LLSE RIS T .

HBhR 2 . MRI %} CADASIL 2 Wi % &5 110 45
SEPE RO L T A WA S HE A il AR R AT
PE JERGE I BN R & PG ER BUAR TIG ACRE R
HELRT 10~15 4F H BB M7 2 Wi CADASIL
Iz AT AR R B, B TSk T MIRT 22 304 fig %
JAFE BT 2 B0 B ot S (55 5 728 R B PR
by 5 9IE 28 08 KRS . B R R T R IR
T2 B A SRR FLR B 1A P (A BE S 2
AE, BEAERHE B CHUR R R R Ol S R MR &
I [} 7 N d e EZY A P e B N ) A R DN b e A TA
TR EIRAS . ARG BN IZZE A O R O
B B S LB N IOk S D o BB L — 25 e
B I I A %) 34 2 T R 2 T A 1R A A T
BEAh A o 2 H A B ARG A U P300 L NTUN2 &5 ]
FI R N D BE L R B L Bk — 2B DA AN HUH) %
PRI " B R

CADASIL = ZUREEIL R 12, # FLi A4
fEFE bR L CSF M 5E L0 HL [ EMG, 148 8 75 A B
MRI H#§5 4 B TR SN2 W . AR ER 1
1 BFSIFE HCY B E TIEEE. 41k
FEFRYIR UL F 4, CADASIL B % £ F i HAE
RV 2B Bl K AR RE Ak A5 AL G I 9 005 T 58 T 1Y
ALz s FLIG R 5, 4 B R b /sl k)
AR G EEFER AT, %8R HCY T+
15055 B0 K R A B A A1 o A A A S AR OC A
EIREREEIE =X MR

S B IR PR AR 25 CADASIL (14955 B 2% 22 B0 7] Ak
F5 0 RGNSl ko AR R ik TR 8 22 s B M A E
A2 R BLRERS . e FE ) R ] & B A R
WRLE B ERPEDUR . 75T 19912 fY) notch3 %

Stroke and Nervous Diseases, Dec 2019, Vol. 26,No. 6

s CADASIL EURIEH , HAFTE 2 G848,

AT ST HI2 (95 191 359 Sk v AT R0, A A
T L 2 BI5R F A R WA B 5 A AR I R H B
SMZE R CTIA, A PERE SR S T 0 S0 25 A 1
TCHA 40 22 22 G0 58 ERAE L Sk AR 2 ] WL £ K
s B O A TE, L SR T I 1 JB AE  RJECT  ABR TO
M8z 52 B R AT R AT B 2 . 7RI
PR 388 1) 2 52 %A S 9 mk e B S i L 605 s f PR
R EAE R T ERANE M R S I — e
FARFRA IR B 2 22 J Bt vk i As K i
3R 74 B P PN K I A A PP I P R R
WSER SE E FE RAG I, SR R B O A T B AT
W IRYT . AT R B I S .

s £ x #

LU0 XUBTEE XUBF T, 26007, S5, g (A 0 a5t 4% M i 3 o £ Bz
JZ T REAEAN SRR 19 MRTFFAELT . [ B 2 SR 2 ek
2014,22(4) :305-309.

[2] Sourander P. Wailinder J. hereditary multi-infaret dementia.
morphological and elinieal studies of a new diseasse[ ] ]. Acta
Neuropathol Berl, 1977,39(3) ;247-254.

(3] FRH: BN MR . 45, CADASIL f il bR . Fi 255 L5 4 7
e FIE L) . [ 51 BE 5 265 3 4 22 502 40, 2000, 27
(1) :60.

[4] Davous P. CADSAIL:a review with proposed diagnostic crite-
ria J]. Eur J Neurol,1998,3:219-233.

[5] Chabriat H, Jountel A, Vahedi k,et al. CADASIL (Cerebral au-
osomal dominant arteriopathy with subcortical infarcts and leu-
koencephalopathy) [M]. In: Barnettl HIM, Mohr JP, Stein
BM, et al, IEd. Strock,4th ed. New York: Churchill Living-
stone, 2005:933-943.

(6] ki, FreER. 408 CADASIL 5 20 4E[1]. bR BE 2, 2013,
35(10) : 877-880.

[7] MREBSE 903, BT, CADASIL {1 R A AR E 4R AE [T ], bR
IR LA 4% 75 2017, 25(8) : 739-744.

(8] JBiRETS , Pk w4 JR K. e i 1 A o 45995 A8 A 3908l Bk B B 5 i
JI SRR W s R B A R K- DG R LT L P 2 A 2
Z35,2011,31(24) : 4773-4775.

(9] X%, TR B, 45, CADASIL —Z R4ty S S0k A >
L1, RS e 24k . 2016, 27 (11) : 1033-1035.

(2019-06-19 Wk



