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Abstract

Moyamoya disease is an extremely rare progressive cerebrovascular disease that is characterized
by progressive stenosis of the terminal internal carotid artery and its major branches. The Japa-
nese word “moyamoya” means “a hazy smoke”, referring to the characteristic appearance of the
collateral vessels as a cloud of smoke on cerebral angiography. Progressive stenosis and occlusion
of the end of the internal carotid artery are the main features of Moyamoya Disease pathology,
along with the formation of collateral vessels. Despite extensive studies, the pathogenesis of MMD
is unknown. Chronic inflammation is a pathological feature of various diseases. The inflammatory
response causes endothelial vascular smooth muscle cell proliferation through proliferation and
neovascularization through endothelial cell proliferation leading to luminal stenosis and collater-
al branch formation. This article provides a review and summary of the pathology of Moyamoya
Disease and cytokines such as IL-18, VEGF, and TGF-£1.
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1. 5]

%5 9% (Moyamoya Disease, MMD) & A5 A 2 ik iz g 55K i 20 ikl o A 2047 P8 7 5P 2E (1)
— R I . T L 1 RS R U RS TRALN S, BT AR L R 5 1) H AR5 5 7 1967
SEH LA 4N Moyamoya J[1]. TR 75 4% MM X ORI 6 e i, 10 RS b DXOR SRR [2] [3]. MR 559
W LT 5 5 40 % T A AN SRS 0 A iRV (4] BT FRERARCON L, 124 ik, IS R R
BLH AR B B [5] . BT MR 7L B, . RIE. BL 5 T BE 2 1200 B A HLHI[6]. 4 Cunxin Tan
LR E BRI A R BBk & 58 SR [7]. (HESml 7 UAMRSE. M
Z5 93 B LS FRCE R SO 701 AR 7 AR 7R AR K R /KT T e (R i SO T 0 A 2R S
W 5 I BRI AT SR [8] . T SR 78 3 WA 5599 FROARRAIE A LA AE PRl -1 AR 48 73 1 A0 LA A 2
AR FHRIER N, X AR R T HOR B I AR R M RIS R R B3] I AR AR 9%
IRl 7~ 4 A 2 40 g 4= 1[5 7 (Vascular endothelial growth factors, ECFC)AIZ2 Rl K1, G0 s £ 4 41
Jfu A= K [A -7~ (Basic fibroblast growth factor, bFGF). A4H i 4= & [A-¥-(Hepatocyte growth factor, HGF). Il
P iz A K K7 (Vascular endothelial growth factor, VEGF) 4% 464 K X7 g1 (Transforming growth factor-41,
TGF-BL)EH AN ATEMH S5 (1) K A AR Je i R FE AR I [6] . M 259 S8 38 1) T R AN L7 w350 O 00 1T A
W R AE KR T (VEGF) . 346 AE KA1 A1 (TGFAL) A4 A AR K PR 45 I8 A= il PRl 1~k 39 n 8] A2 HIA
TIEAF SOREFH 25008 Z [ A R R, (R T REEE T TR, Bk 2 (1) 245 3L 7R 2 ik DX 1 FH A
FIR B A % DL S AE MR 5590 B I 3% (9] R AR [10] Mo AR [11] S ik sh K5 AR As b % B 22 Fb 4 fifa [ 1
WA %=1 (Interleukin-1, 1L-1), L% N 4K FF(Vascular endothelial growth factor, VEGF), #%4k
A=K R p1 (Transforming growth factor-g1, TGF-41), 4l i 4 7% ## X ¥ (Granulocyte colony-stimulating
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factor, G-CSF)ZE ML FERIE . RYIE AN 5 50 %9 10 R R e 2 IR ARG, 58 2 IT 7 & DA 2
TR R0 3E FR AN G B S N 7 A JE I BB AR AR A T AN T 73 IR AR

2. YALTRIEFHFE

“CURZRR MR K EREZN K, SO AR PHZE, BRE R RO Mg AR M B AT 4R A [12]
BT M Z RHRHE, MMD  [BIZHZ B 2% 2 Ak — B AR ARS8 . 2505 (1005 BRI A2 P 2 1) 351
PR B ik i L ) S L DA 2 A JR (1310 R M 55 £ ZH R B A4 i U0 B, 3 8 1T A A o 41 R 4t
PIBEIE JEL . 22 2 s S N/ i i o AR O R R A8 B E [14] . Willis SRR Bl kIR ) K I 48 18 R I A
WIELFAEAN MG 5, - UL BE e e, W R R, AR, RIS AR i)
i PR IR L A R, 5 e LA 4 ) PR I A 5 A W — 350 e 78 A8 A 3@ % 2 e 35 P 3 ik (Internal carotid
artery, ICA), 1 H. 78 2555 13 i 33 1B) 3 52 0 K i i 59 ik A1 K i 7 31 ik (Anterior cerebral artery, ACA £l Middle
cerebral artery, MCA) i 7> 3, MRS R, BIMEHILZ BIE00, W3 SR AR KR 5 1.
PERIE 31 51008 25995 151 1) 20y ok BH ZE A8 75 A0 47 T ICA BISK 3t 4>« ACA Fil MCA il 4y, Aih
TN A S S B PN LA T2 Rl it e 0 20 A5 0 1] 2 2 25 B[ 15 ]« Sl BK P ARUILAR S MIMID % 8 ) 8 7 B — L A2
LI #E 2[16]. Yamashita 5 AYE 1970~1979 4R RIT I ARI2 Wi A M0 2503 11 22 9] B AT T A BF 7
BT T PRI 22 A E 0 B A 16 BARTEIMAE, I\ J9IX Pl BE A J 32 B iR DR A e gy, 4 i
ANBRATILIR 53 G5B R Sk 300 Sl 0 ok A 5 7 R 2k P P 0 5286 DA 5 [17] . B2 BMasuda 55 A K
6 MRS EE W PR A 5 BRI, EVRAHARAN T 40 BrE e A8 78 XKiRiE,  AbA 1A
DRI AR: TIT B AR 18 1 98 R P 45 S [16] o 0 2590 o Y 25 1A B AR A A2 P S e %D B 28 o P i UL 40 B )
TG R o ok B A P A0 MG A= I, o B B v N 2, 51 R i e A B pA 2 (18] [19]. ik
B MRI W70 AR B 32 R AME I B AR, RN MV R AR AR 7 A8 A, PN 2 R P S i 9 2 S B30 5 L 28
AMARTE RS, B S G i S B T i Tk AN 25 it (9 28 FLBI K S SONAEL[8] . MH 55 i £ 25 32 40145 I8 1 4L 41
I B2 RN AT S L 20N RS (o388 T, A A O 08 A ST 0 UL B 8 A AR s I e TR o T 5 300 3 B FE AN
AT L M B AR R AL R, EAR /D LU SRR B I R B AN 42 [20] 0 S A ZH SO B2 SR B, Bk
A B PH FE R A8 (R AR AE A PR T A 4 i 1 2 2]

3. MEFED IL-1p HIFRE

A 2-1 (Interleukin-1, 1L-1) /& tH— % 2 BREEM B4R IR -, ERVE AL I A% E Mg =2,
A E T AR M = A, 8 T SO RIOA S AR R 7, AN pE M R 2 ThRE AT IR 1 [14] . IL-1 3@
2 BN E 5 22 2L TE AU AT A R i, B 5 IL-1 SRS A R R . TR B ik An i AN
T RG34, BGOSR ARE RN, HAUEE R T EREE/ERH .. FEEA LN IL-1a AT IL-18 P FH,
IL-1o F1 IL-18 P A0 EYEEA R, B LAY ThRe % D HAAE— B 5, IL-1a FELE LR 4R B 41
A B RIE . IL-14 FEh 4R B MG A=A IL-18 FEAE RS i TRk, SR EH
MK BN 18 (IL-1R)KREF =, ATRe S P Azl o I AIEEE 0%, XA B T3k 1 205
AR E[9]. HRHE Wenxiu Han 258 N\ & BN 2595 38 & T IL-18+ TNF-a Al IL-12 /KF T, X LIRSS
SR IS 73S 8 40 DR 1) R A W A B TR Z 0 V) R g [22] . Y amamoto S5 N\ M 559 5 2 1T L4
BT THHIC, A2 2 B2 18 (IL-18) R, 155 5 s k- LA A (Smooth muscle cells, SMCs)
) 1 7R PR AT B R R E2 (Prostaglandin E2, PGE2)H & % T X R 41 SMCs. % COX-2 #4747 %)
[ BE 25 5L, REHAHE SMCs X 48 JiE i) 3 e N A2 38 3 30 3R 45 AL R 2 (Cyclooxygenase-2, COX-2)7= A= it
H PGE2, il B @& R AR, VIER S M, X8 S0 TN N IR AR B3 7 %400, 2
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HER 0 ) N RS R, S B B s S P ZE[23] B B R ER Y IME LI~ L SORERT, 27 A SR A
JifL R A0 98 RE R - 2 0 LA P R st = AR AR R T, T SMICs it S A0 384 e e 5 B 10038 P B 243 Fry
T AT IR B R [24] M0 550 38 2 3] IL-1p8 RGP~ 4RI &1 COX-2 A PGE2, {it ik %95 & I
EWEIEE, SRR KIAZE, X0 RSN 500 5= A B AR I 32 B A

4. MERFH VEGF BFX%

I A Bz 2B KK F-(Vascular endothelial growth factor, VEGF) /& —#f [alV5 — SBAMEEH, B —BIKZLIk,
IS G R K IEDRE . VEGF HH 2 Ml /b, anEWEan iy A8 RSP L 57 40 B . s 40 B R0 P B 4 i 45,
ER LA PN R A0 A /2 VEGF [ S B4 A [25]. VEGF A& P S 4T Ve AT 2243 2405, 5 S A 14 T
B, #Iid VEGF 5264565, BUSIKEIR & DB, (FRYIEEERL, LSS 8L, M
FHEHAEME K. VEGF &M E KM e R, BN o+, (Rt @Emsgim. e mEm
TR A, IS 58K R[26]. VEGF ] DL S0 Z1 i U AE ple s 25 (i 4 I 40 Pt =37 T
RS WX 2%, E IS AR R R RN B B AR R P AEAE FH (271, 2 DhRESm L A KA 7. —SifRRY, 5
IEHXTIBAAR L, RS B 0 2 ARE N I VEGF /KT8 B2 T, £ VEGF fE M4 i % &
ZAEAI[6]. Shima & Ni@id SEESIESE | RS ECIRAS B 175 S ARG B A= i VEGF Fo3uhig i, {2 gyl
A IR R 2E 1% [28] - Pichiul S48 1 K BRI 3 ik (MCA) I 38 J5 VEGF [3R 3% o 76 & kP s Bk 1. 30,
60 & 120 Z4f)E, B R A7 24 HF 7T VEGF mRNA FIiAFEGRIMIAZIX BN, Western blot (%5 E[177F)
K1) VEGF & I 3RIATESR ML 24 F1 48 /NI J 75 12 X 38384 i [29] . 0F 72 R B AR g U 2 72 42 VEGF
FIRTRESR A, ki indl 4R A ER, Ui VEGF RIFE R R A 5:, M =4 K &E# VEGF i 34
PO A S R, 2 5N 8 aMEEid 2. Sakamoto &5 N IIRFFLH, 02599 R854 o 40 i
FS AN O VEGF 3R LU IR ZH B 35 T+ . VEGF RIAIE =y LUK I AN FR AR R K, T R S5 2500
i i S 1L A 30 5% . VEGF RIAE In T 3l & 4 i i R AN s, S KEF M E LN, X
FEHH 295 1 TB) R 8 M R 5 38 2 W 2 19 10] . Blecharz-Lang 25 A &k B A6 48 25955 10335 Ab B 1) /)N B A 6 40
M3 N R4, VEGF i B RA A E 20, X HUEBH VEGF 7500 %00 1 & e Fhte 1 B Z/E FH[30]. M %5
HILK VEGF 7K (1) 7 AT BETE I A AH 240 a1 SR SR AN =2 if 38 (R T b 3B R, R VEGF & S 7R
T R R AR A R 7 [9] o U SEFE R 55993 £8 3 OB S A0 J IS A I 2% R VEGF Rk BH 38, i i
HEIAEE VEGF ] 5 5 28 MU T s, 1 5825 5 TV A S, 36 2 A0 25095 0 S A0 B0 5 Je [1) B 3B 2% At
HE B VEGF T 555 2525 38 A O Az T/ PR T e o B 22 PR o

5. EFHP TGF-p1 HIFRIE

AL A KK T p1 (Transforming growth factor-g1, TGF-A1)2 WA dm i o3 W () —Fh 2 54 4G sh 1)
HEEAM, FEAH TGF-1, TGF-42 1 TGF-p3 =MilrM, X =Fhr R BA I 2 ka5, NG
VIR R /2 TGF-B1 [31]. TGF-p — Mo i 15 4u Ml A=A 73, AR BERN ML A fl, DRI A L 1B 545
155+ R G A, SR I 42U 1R K 35 BI[32] . TGF-p1 ilid 5 TGF-p1 24k 45 & e Wiz ik, 1 Smads
EAWBOE, 55 NHME 2% SR MRS S 2, Wmd— SR, B
S5 NI [ B3] BAF M 559 /5 L% TGF-B /K5 % T imi. TGF-p1 f&—Fh 2 Djfe 25 kD FH, 1L 1740
AR AN B BB, 45 2 4 SR DR 20 18 1 790 R0 5 A 1 0f 38 26 DR 7 [21] . BT 51 2 Y R 21 4
1 e 458 JE A0 7 A I T A [34] - Hojo 25 AR 45 52 7R TGF-B1 725917 3 ik (Superficial temporal artery, STAS)
)11 LA L (Smooth muscle cells, SMCs)FIH 259 i 2 ~1 Ji ifil ik B B 7 [35] . TGF-B1 it BE R 75 T 1
o B LB A SR R B B A A 5 LA N B A LR S BB DG . M S50 5 Bl K DI A B A P B JRE A
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RAE DA I B ik A A JE AR, MR 250 B LR FE I A, 3 A s bk B A SRR 550
MR A, FAC AT A AT BL SR LR M R A, ] AR D e A A A TR 06 0 50 R R A2 K
e TR ER] . A SEIGRT LRI TGF-A1 Z 5 A KA, TR M0 R e 1 B 24
FI[36]. 2 TSLEEY] TGF-A1 AEMH 59 /B (XML LT LA b R Ris, TR 1 S 50 2
[AIAFAERER, (ERH AR ENLHEATE

6. RREE

MIHZIR I RINES Ot B4, T2 TR FE WINZBRET KRR 558, s
T s T R, AE R R R R B . SR AR A, R TN B K K
Fooy ST AT VB A s AN 48, AR SR 90 77 AL 1] e . JRE . 20 B IR 45 25k B THI B {1
I X LGP AT, A 2 TR UE B S OB S R SIS WA BV SR, ZRgE T
() A LS I R, IX LS4 R Rl 135 0 AH DG B R], S04 A OGHE . IR MU T BRI U 50 R A R R I
HERGRE. W IL-18. VEGF. TGF-1 % H ¥, CATESLIS = ki ur Sire i & B H h A B mR
1K o IR LLA i DR 5] AR LA S SRR A e B, g R T LG A AN ) A, Sl i A
VHZE, NI = A2 3T AR U AT BRI TRG W] RE S 36 O 250 0 SR DR . A5 B DL S 22 B 22 S BRI X e 2
L DR - FIR 5500 2[RI o B E T gt e,k — D AR 00 55005 090 R B YR 9 b A () SR
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