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Abstract

Moyamoya disease is a progressive cerebrovascular disease in which progressive stenosis of the
internal carotid artery and its branches leads to decreased cerebral blood perfusion and increased
risk of stroke. Moyamoya disease in children is most common with cerebral ischemia, and intra-
cranial hemorrhage, seizures, cognitive impairment, and hypertension are also seen. TCD, CT and MRI
can provide clues for the early diagnosis of moyamoya disease in children, and DSA and MRI/MRA
have their own advantages as diagnostic methods. Quantitative assessment of the child’s cerebral
hemodynamic status can guide treatment and follow-up.
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1. 518

%5 7% (Moyamoya disease, MMD) & —Ff1 X A~ B £ 18 2 Ji 0L 87005, LA PA) 30 Pk AR i B Hl e 7 52
HEAT PRI 78 B ZE AR A M S I R B ONRRIE, B2 B K KIGRTIEER, AHnT RAJETEH . RAeh HA
EEOE,  RIHACEE Y 5K (0 R R U, RN S G R R IR, “ %S (HE /2 moyamoya),
WK RS [1]e 2% O A ) LEE AT RO A Hh R B R, E AR 0 B R R 2 e i, 20 N BRSE
K 4~10 £55[2] [3]. MAZIR KR ERE EXUE S A5, 535l 6~15 % J 36~40 % ik [3]. AHLLT-5h [E A H
AU LB Z, P E % O 2 M 2 4] [5] [6]

JLEMASRIG IR R I FE, DRI R I A W, 38w W, B A Ay H I A iR A AR [5] [6]. 4
K, XTI LA AR B R R I AR IR ERN . IGRRDIRAHS IR, #is ) 2
WEERAR A, Horp, B IS ERONREWHZR I “ ShsilE” [7]. At S it mxt  LE R F
FIIAR, A ST ) L 28 M 550 RO PR 3 I % s 1802 W A IS FH AR ST 9 o R AT 450

2. LEREmAYIE KR

MRHE EERIRANE, JLEMZER AT =8 (1) BhImAY. G556 2 i bk i & 1 (Transient ischemic
attack, TIA) I EESE; (2) I PLE KM AT % &I Bkm: (3) HomA: LU A 1E N E
BRI LAk, JLEMRS B G H R T RE RS 2 & IR R .

2.1. fxERIn

R TIA RAESER ML FESE K A2 /2 ) L#E MMD i IR IR, MeAmtARE e, XHMEMA AR
A D5 R P A e IfIURE PR 1) ) L3 KR R N5 R B S5 03 [2] . TIA & JL3E MMD S WL e R R, KRN
44%~54.8%, HUCONBRIMMENEESE, K AEF A 20.5%~25% [4] [5] [6] [8] [9]. E KK EI AR Stk
TR RAECImFE G MRS AT S, BRI S o X 3 B 3P sl ik B e 32 B 43 SO A 1A
FE G 51 RE ML EN ) R B s, HRAMASZ RE . e it AR AL . SRl j 2 R il f s REAS [
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I PRI 2557 [10] . £E MMD AN, ) LF RN B 5 32 ST R 07 A0 PR 00 S ARG A v i L 26
AR R L PO 52 4% PR J LB MMID IR I 2B R B, UL TIA D9 E[11]. HEEH AL AT HES ,
LR E TIA KA RRESE . JLE G RCIHE R filiE TIAEIR, AT BEAE iR 2 W, SELLRA
e R 2], £)LEEE T, SR R R BT B S R, XA RE S Sk i
AR s ) AR AR Ak R PA) A gl AT s i 7 5 R PEE AT S AR I I U, AT 3 B2 BB Ak
LX) JRy R EE E— SR PR 5. Behh, TRBREE. B0 9857 IEGABK AT 58 51 R SRIEIR[12].

22. BRMEMAL M

MMD H IR AL R E ) LE MMD B3 A 2E 2N 5.3%~14.0%, A7 EL T RN BB 88/ W3] [9] [13].
PERY )L LSV . IXek ., e, EORBEAGSE . MMD AR P IR DI G AN 2
{EFFE R H LB MMD (975 P9 30 kR T B v TR I B4 [3], HL-& 5 i P sl JhoRa 1 A6 ) Lt i e A4 6 o iy
I 224 J53 3 I 5 025 % AR AR I, SR T Willis B4 1 J M 55 A 47 5K R B /N3 o i 2 T S 30
H L[240 17 20 kR R % AT BE -5 30 PN 2 Rk AT PR A B P S A 75 TR 4 4 B (1 DOAR T AR L 8 e Frp A3
B LI R 3G A DG [14] [15]0 HA M A7 B 3 TR R IR . S Aiss, DARNG = P HE I B s ol Y
H TLRBE N 5 i DL, B e DS i i e /b [16]

2.3. @mEAE

2 7.1%~30%1] )L 2 MMD B3 A B 2 1E, RS ATE JLE Hhs N B IL[9] [13] [17]. A& W]
CUSOIR R AE e R B SE R, AT 4k R F ISk i s ik 25 rp o A A2 4% 2 MMD A5 i 1L
ERMRE, MEEENN, WAL —F MMD B4Rk, MRk T s, H
TR 25973 A4S0 A 5 R 5599 £ o AZE I PR AR ALE RN R L S5 A AH [R][18] [19] {HIX W] RELA I PR - HH A A 12
AR RIAME . —J7 T, DU R VE N REE RN MMD &L, TEIRIK B 5E2, EFEEN 2
A I A R FE LR AR B EsE. B— 5, fEMSER L, R R B &
VEA B M DA 9800 A 1) i L PR 3 40 U A B T e JE 3R % A i FiL 1 R 1 50 [20] o EXT
82 5l JLE B E BT 3 AE AR, 2 3 i R e A E & MMID L H AR 15 R 13240 1) BB T
[RIZR[13]0 Ao 4F /Nt 2 R Y 0 558 ) L 28 i AN R ) S e IR 2R 2 —[18] [21]

2.4, INFHITHEERERS

2 30%M¥] MMD L2 a] R A [RIFE B P e Ag [22] . HR R T IR BE ImA, (HiddZ. b3k
FE R FIRBAT RE 775 T AT B BAR T IR R84 )L, ELSUNR AR KA AR v R I 10 3 oA R i [22] [23]
[24] — D% X TIA 24 MMD LA RN DhRE IR 7T s, RIS 77 103 0 ) LA AR I B R B,
HANFR 05 5 B AU SR MAEIR 5 B2 [ A 55 [25] - MMD B A RIRRRS 1R A 2 5P A L,
WA TN A HE It 7T 380 MMD 35 1A R 15 [26] .

25 SlE

L EAE MMD L ) R R R 294 5%~8% [27] [28] [29] . i il R B 22 N BAE A2 R GUEIR 2 )5
KR ) LAR AT DL LR A RREAR [28] 0 R LT I — it i s, AT Bl s i IR v i
[, FRTA MRS RiEET A, S B Sk n R I Bk A [27] [30]. B BIKSEAE & MMD ¥
5 DL A IS 52 2RI, MMID i U838 5 70 ey, B 2 ko 72 s IL[29], WDl MMID (175 It
JERT RS B A A thAh, TE—TERX 40 B4 3 MU MMD JLERFFEH, KL 93.8% &35 17
7E RNF213 p.R4810K AF 5:[28], LA i A A A SN TR 55975 (1) S SRR [T [31], 12228 (R A% S B 5 e s
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ThiE A BRI O E32] . HE AR MMD 5 B0 L () 53— T B J5L IR 3 DR 30 1 5 33
3. MBFICHRANEA

RN ERNERRNEENRETE, ARNEEARETFERANATIZRZHNHE. 2
LR Ml 775 Al

3.1. #0

3.1.1. &M% EFFA (Transcranial Doppler, TCD)

TCD Ay 8 sk 0 5 250 P 2 ik K JHe 3 S 1009 LI £ R VPAik AH S K Hiki 2 35K 119 i I 37 (Cerebral Blood Flow,
CBF), HA XA, [FHE. LUFn%s. XF MMD £ FEA i@ TCD &2 T il 2 i S i 31 /5 oy 31
Jok A& A7 AE B A8 BT 2E[34] . h4h, —TERA TCD st MMD &3 B 256 B0 3L,  SORMER I
i AT H P 7% I 295 A /5 (1 15%, H5 MRA LU, TCD (Bus M Fis 714 71l 96.3%F1 92.9%, 14
TCD fa Aik nf % JE N H T3 MMD 825 K EE i & i A, DAOTE . PR R 5% o n] REAFAE I TG
AEARIF 1 [35] -

3.1.2. HEHETEFIH (Computed Tomography, CT)

CT NI, P, 53k X MR RUR, ez s TR E R I Tis W 55 8
B CT R, RADPRILIZAA HMAESR, W rTHoREsERIG 246, 5 ILI% i3 5
RIUAIM Z AR, DAL T, Wi 5 2 K =T R, BT AR > WL[36]. EAvERME, K
Pl CT X6 o e i, R AR AN BURR, A A B — 2 (1 SobE sl f PE A AE BT 58 3 R CT RIA[37]. ik4h, 5™
RV ZRIR B, Sk CT A S Ry kA . B CT Al B Willis R84 b 2e 4k 02 i o
B AR I A [38]

3.1.3. it EYEr B33 M EE S (Computed Tomography Angiography, CTA)

CTA Ry B (EHEIRIE, fERZHT &, MR ME R /NEAE R A —E . ©nl LU R 3TN 3h ki
WB, AR C KA & I P26 . BRA IGO0, ARG 7 5 I 9 [39] . (HRTE 2, FEIME ik
PRI, CTA IR P ZEL R A TR HA[38]. AW TR S DSA f—EE T4 86.3%, i
TSN A MMD B & BIWI0 B, (RN LB A TR i Y, DU G vy 7K 1 B S R o 52 771 & #2 [40]

3.1.4. ZEEEARAR IR (Magnetic Resonance Imaging, MRI)

MRI 52 SEALL S Sl L1 i A5 A0 28 3 1 IR s 2 AR A B T R [41] . EAE RS T TR H i[RI g
U KSR R A ST A a7 B [36].

12 T2WI 541 b, L S5 095 3 I A 300 A 20 Bk R 3 R L A9V 2 B2 ek . T 2o RIAMINZRE, JR iy
DIRPH AT I IG S BT, L K ME R 5. Herp R /ML R 2345 5 v] HIAE )L MMD B4,
RIAETE TIA B35 Rt BHPE R I [42] . Cho 48 A [43]E T IR EUINAL A48 (Diffusion-weighted image, DWI)[¥]
W SR MMD 38 B SRR e Ik R i AEAR 2, A AT U e A SEAE ) L 25 300 BU RN I B 8 A
XA MMD &) LIRS B J2= ) It s/ B8 3 2, DRl b A2 Al )t I 453 497 B T 3 458 A e A X 2 X0l A
HPE A K AH AL [44] %7 B S BRI AZ 1) MR {5 S HFIE— Bz, 55T MMD it e,
ANELELIRI AT 23 H 2 M2 R 1) MR (S SHFE, H2F 11%00 8 )L MRI AR WL B AE . RUREL
Z B (Apparent diffusion coefficient, ADC)fAE4k n] 5 i If & FE 4 R AR 45/ i e, RS MRI %S
BH S5 (%) B B AR AT DL P B0 5, (R R EOUSAR A BIAE 2 A K X3 ADC {5 FHmi[45] . X F i
SERR AR A 3R B X 26 ), 28 Ah T8 PR ARG E R AR
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TM7E FLAIR JF 51 T1 ANE MR BUE b, AT 3] )L 3 MMD F855 il 2 BV Ve 5 0 1 k08 2tk
155, PIEGMFRAN “HERBEIE” , FITERDHIN 81% K& 69% [42]. ‘& HITE A AT -5 50 B M8 5 KA
0005 P A S M0 SR AT IR BN A I, RIS A A S A A 1) M 3 ) 2R AS [46] o AR A A TR [47] K
L B BRAE FIAAAES DSA EARME LA (A7 LE 7] REH TC G HK

15 0 A% IR (High resolution magnetic resonance imaging, HRMRI) W] DL B 432 5 7 I 55 B AL e
DAVPAL & s B8 LA BE R B . 7E HRMRI 278 T, JCIRGEAREL I, MH 2500 BRI A2 250 P 30 Koz o 1
Ky w20y ok A B 1R 35 5 [ o [58]  A, B DRRi H 2 Fk F 9 BER 1k 2 4 [ 48] [49]

I 487K P He #i (Blood oxygen level-dependent, BOLD) A4 i A% v T PP Ao 1078 Fr) s i 1k A i 4%,
X %9 ) LB PR I XSG 1 AT AT B AR B I R DA, I TIUIN AR R sl L = A FE[S01 R IN, 7E A IS
JREJLES, FOERE LT =y ZEE CMAE I A, FFS A R RN BRI S R R B A
Ko BOLD WEILHRAGAT BEAE N — FhIo B (AR 2 T B DA R 7 4 L 75 2 8 i A ) A

3.2. FAtISHR

3.2.1. BFERYIMEEE(Digital Subtraction Angiography, DSA)

DSA X iz Ui IfIL 5573 7% LA K BN kB A5 HORE BE AR B8 4 AR 28, Ok BRI S50 12 T 11 “ S bmite”
DSA 1] DL #E o R ARSIk R G B4Rk o 52 BRBIKIAEE B L, Fi e AN R ) £ 5 4 1 0 250K
I LA R 4k B2 kR [36] - AR 4 DSA 45 5, Suzuki 2542 11 1 8 12 IA AT B ML 36 S TR 1) 6 R E,
FRNBARD W, o WE SRR s E L], FEPFARER, 38.9%~43.6%[1 MMD & JLi2 Wi
FRINBARMAEER 101, HUGRRA NN 21.5%~31.3% [5] [9]. DSA fJ 4 RCFAGIH 550 B i ™
HEE, NEFEEEFARREMEREEGE, HRLGOM, BASE PR IEES. FiE
SR EIMUE 527 BB LS BRI S8k i, 7EM0 0 JLEE RS, LIRS ) L2 &3 b i A St [51] -

3.2.2. 1ZHEEELIR I AR 1% (Magnetic Resonance Angiography, MRA)

MRA 5 DSA FEm izl — 8k, 5 DSA M LIRS HAE 6%~11% [44]. MRA $24t T —Fh 61
FoXF LM G AR A, T MRI RSP 3R Bt 1 OUBR A 25 (8] 0 FE R AL xS b, (R MRIJMRA
o 25 O AN ) LB R 55995 (12 Wi bR e [ 7] 977 MRA X MMD L8995 48 1) 7™ B A2 B Al P4, Hou Kin
S N[B2] 18 SEiR T ARYE SN S KA b 1 5 2 kP 2E 1) 7 B AR T R it g 43 3 HE 5 R AT MRA
Vo, WA 0~10 4, 3N 4 G dung S [A2]0FSUR B, )LE MMD 2RI ER L ER (1) MRA FRE
AR KB BEIAF . JLEEH LK MRA 739804 3 2%, 1Xje 10 & LA B b W r 4, 1 4
RAEF DEHEE W, HOFEN T MRA 438 5.6 40, fm T HABFE A . HRERERZ, MMD &)L
PR IMEE M 26, RAEBREA—, BUNRRESZHE, E95AY, FFE MRA &l LE SRS
TG HL[40] . PR, A5 MRIMRA fift H M 55905 2 i W e W T ) L8 R A DGV e R 47 1o 1L A5 366 5
R, ARVl B RACES Sl 8 TR D7 S48 J7 NV IH E [ 7]

3.3. IME IR I F RS
3.3.1. HEHE ;T34 (Computed Tomography Perfusion, CTP)

CTP & JJ iz R EHEIRGE, 2 2atks v it % i & F B, 7l € B3R 35t i 7] (Mean
transit time, MTT). Jix Ifi. 5 & (Cerebral blood volume, CBV). fi¥ IfiL7i & (Cerebral blood flow, CBF)FI&AE i}
[[](Time to peak, TTP)SEWEES 4, F T VP04 B AL BOSE R ™ SRR, E4% 2 T MMD £ #5[38].
AWFREN, WEREJUREEEREION MTT . TTP{4. CBV 7%, CBF {EHF4{K. CTP T ¥4l
R %59 K5 ) L IO VR AN T TG 155 0 A AR van RO BURR A, I T DA P00 7™ ) of A5 3 52 45 SR (53] 17 o — T
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S 290 5B 3 AR BT AR S5 A VE CT ERH T M T 7R [54] 8o, SARATHEL, FARIALAR)G CBF 14
BEAE, MAMFEIKXARE MTT {E. TTP EHEZEMK. Fik, CTP WM TMisERARE4
i iy s 1 M, (HSZBRF CT sk fn, HAE L3 i N B SO L IR R B AR

3.3.2. FBkEIEFRICREEIRA 1% (Arterial Spin Labeling, ASL)

ASL 5 FH Bl ik ifi H I8P K5 T RO REE bR i B E B CBF, 1G5 ki i s . 76 L %0
B, ASL 5 CTP #Hili CBF £ 7€ PEAIE & 70 #r i 3 R IF I — Bk [55] . A B 75 T ASL )€ & CBF
IR, 15 MMD JLEEH,  Ifiiz 5 AR S5 RN b 2l bk DX I o i Jm v 15 3 250 . ASL Al 8 VPN 0 250
1132 5 82 J5 WL B J152 284k, Bl g TR AN ERAE R 2 B s fm s, mTLAVESNIG IR MRI I ) 04
BB [56]. Lang %5 A[S7]EIEITE/SHH ASL 5 ASL + DSA il LA G B AE M R AR, R
DSA b Je7n R AF# A i it 2, ASE ASL S8 9 n i B 15 B2kt . FE H., 1 ASL 4HAT ASL + DSA
HZ MR MARSG R ZR. H ASL BEETIA S DSA 704, ReEMiE — & &) LA G Iz B #2%
RVE I — 2, AR RFEAL 2Lyt — B,

4. ING5

JUEE A HORR i 3 A B A, UL MMID IR RS 206 BT RON s B R 0, ] I
PR L R AR, NS N AL MMD LI R D RERERT A s R . TCD. CT. MRI fexf
MMD HIFIE 2 Wi 4 % DSA 5 MRIMRA 1E ST “Ehril” , PN45EFRE . Bbh B A BLE %,
CTP F1 ASL X L3 3h 13 ()52 B VEAS 48 MMD B35 I FARIR I 0. 17 JLE MMD [ R IE 55214
SRR RIEH FFRNTF I

&E 3k
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