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[Abstract] Susac syndrome (SS) is a rare immune-mediated disorder characterized by occlusion of arterioles associated

with the brain, inner ear and retina. The main clinical manifestations of SS are encephalopathy, branch retinal artery occlusion

and sensorineural hearing loss. However, they always appear one after another, and always lead to missed diagnosis and

misdiagnosis. Brain magnetic resonance imaging, fundus fluorescein angiography and audiometry are helpful for the early

diagnosis of SS. Glucocorticoid, intravenous injection of immunoglobulins and immunosuppression are suggested for the

comprehensive treatment of SS.
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Susac Zi & ik (Susac syndrome, SS) 42 LA /5 .
FREA> 7 sk 4] 2E (branch retinal artery occlusion,
BRAO ) ISt i 28 PE B2 —HRAE A G R R
(9 55 UL BN, H Susac % 7E 1979 41 RIS
SS A& NHE = ZERERIN AL 20~40 X AL
P, BLILBIR 1 2 2.2, RN 9~T72 %, F
P RARGAER 30,5 % 7L HET SS WAT A i
i AN 7853, KO Susac Bh 23 B0 BRI S 19 %2 LA
B TIRA TR, I SS KFEA 0.148/
10 77 . SS RIS Wi L E 2, E RS W FIG YT
SFEHE . R R DG 2 R G A
HIF RS AR FH R MRL, 5% MRS i
1% % (fluorescein fundus angiography, FFA) .
22 M1 W1 )2 $3 4 (optical coherence tomography,
OCT) . JeAHTWr 2 A &5 (optical coherence
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tomography angiography, OCTA ) %5 [% A& FEf KA
T SS R W, WA ) TR 7E R HAL
il N L W D S R I L o KT, XTIl R B
AR R AT 2R, SSEEIFTE
PRIk, BUXT SS AHCHFFT A T84

1 fRE & HELEH

SRS SS (R BRALTIA AN W 2, (H H AT FE 2N
RS SR SO A S A AR L MR 3R PN A N B
Yk HAR G B B e Mg . SS U I K P A7
TEPTN B2 4 i 4t/ ( anti-endothelial cell antibody,
AECA) , ik b s A w i, 0% B =G
J7 J5i ABCA T FE BRI, AECA TR T #MA#IE 1gG1
ALY Magro 251 M 11 5] SS H 3% Y 1L v B A
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AECA 5 SS iy Il R AH OGP A& B, 20 f41] $L A1 SS i
AL 25% I KLt AECA. H T A T 4
AECA J& SS HIBURTE K R4 /2 SS it B i 9
G SS HR A G LH 2 G 2 3SRy A M A A5 P g A
SRR, GUESE AN S LR N B A A | BRI
JEE SR T A S LT BRI R SS M
B AR INEKCRMA 3d FEMA 4d DTFR, IFAF
TE/INSh KA R S K TR 4R A 2 hE ), R Tk
CLAHALA - SR e B AT e S 5 SS Ak

2 IARRH

SS U 1Y I RAE R R 2 PE B . BRAO
FIWT I8¢ = IRAE, O AR R R T a5
T IR A 20 ISR SS R BT,
72% L2 RN, 20% LAWT 1120 E0N, 24%
LA E R A, (BTG =& [l a2 Bt o R
P Iie 0 &R, SS HE BURGFE ST N B
ZAHME R MRE S, PR YE SS I RAEAIR I 8,
R F R, TR &, & DU IE 2GR, &%
2 AR Y I AR A HE R, (R RN 2 4 240
PE SS A LU TE 2k, R A s B2 A 1A v
BEERS AT J) 3228, M e RAR /D i Jg, {H Sk /9 MRI
28 MR AA X 25 4 ) ok ) S i B, R RS
i 2 4 M ERRLEE SS AR 2~3 AR R I A ARAL
PERZ RAER ST AT BT J1 320, AR I AE
W, TSRS S, WIREEUED . Do %
XL HRIE 1 304 141 SS B GORMIEAT [l I3 A, &
PR FE 2 AR PE B SS BUE (T 54%, AR 2 AR
B SS FH i 42%, JRFEEL I PERFELER) SS U
4%, JF HAERGHA 31 4] (31247, 13%) | i
A 252 1) (252/297, 85% ) FEI K =HEAE,

2.1 W% FZ%AEI Dérr M BIFAHTCHE I
SS VTRl K INL 2/3 9 SS HH RIRIN BN
HAX 2 RGURER, Hoh 80% 1Y R R I A Sk
i, B, RIS R G E SS BH
TR L (84% vs 60% ) o SS HRE H UL A4 N gk AE R
HINFIRERS (48% ) . RN (39%) | B4k
5 (16%) . FT 5% (15%) . PERS S (12%) |
R (12% ) . AFHIEIR (10% ) FIEESEFEAT (9% ),
HA R IL TS (25% ) |« BER (25%) .
HESHE (24%) | BOtRES (24%) . s
ZICIRAE (21%) « FERE (20% ) . %0 ALK i

(15%) . HIEFBERT(13%) . ARERZ SRS (10% ) |
HEPRBERG (9% ) . &M (7%) 25"

22 BRAO ZJf5 40% 1Y B & 1E IR I . 97% 1)
B AR R A B A Y R AE R B
BRAO., 4# KM W i 8 ik 73 %2 52 BB, SS H
BT B, MEFR A B IR E . o
ol 55 D I S SR A SE A T A I I i % X ]
SHICRERYE, A A B Ry S e IR Z A
FERR, DRI RS 25 P BE SS I BB 3% A Rk, B
TG T I EFIEAS . SS B fE 1 BRAO I, HRJE
A AT LA & BRI 6 ik B B e ( Gass B ),
Iy Gass fifiid, RICME A B HHER RN
kE, ORI IR FE. Gass BEHR LT SS Ak,
S AR TS B, B4l SS WrE g 1 L 1
Gass BEANAYSE: SS AYRRAEPE 2 AR, o w] 0L 3 HiAth
25 L AP0 I S5, N Eale B ARSI . IHAb,
BRAO 5| E Ak i 23 7 52 S0 D0 B 2 Bl AR 11
23 AR SSHEE A 37%TEEMRIT. 96%
FEgg R AT I ESRORE R, L 86% FRIW MW I
i, 29% F BN EG Y4 2 v R T R

L
3 BEERE

MRI, FFA. OCT } OCTA %4443 R fighs
TR VSR BT B2 () - B OCE R, A A
T SS [y FIAS WAL
3.1 MRI 98% 1y SS &5 MRI T2 Il AUZ 7 #
LABR AL, RS R, 78% 1Y SS A H R
S DERRAAR BGER | AAHR AIR FR /M AT AL, X 2 SS i
HRFIEPER B, A I mT UL DR AR KB < ER
BE” Bl B AARET kL 23% 0SS E A K
5 1k (leptomeningeal enhancement, LME ) , /MK
(25% ) FI/NII (15% ) BBz i (28% ) 3%
UL B R eaaE . o,
LME J& SS 5 £ & Mt fb A HAh b 28 R G5 4 5]
FIEZ R, LME JFAJE SS AR PR BN, 76 1M
i J7 o 32 458 P R S A 28 2R G o T DA % B,
WA MR . 2 &R, B2, LME
FE SS H F BT T M A B H e R Ay, AR R
J5 FU8% B3 B . Coulette 251 XiF 9 4] SS 3%, 73
i) 2 S PR Ak 2B 3 RN PR IRSL 28 A AE ( clinically
isolated syndrome, CIS) EEHIHIT NI 46 H (rh
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fSrEFIE] ) PIRETIITSE & 38, LME 7E SS & kM
HOMATE, i LME A BT SS Byl A2 Wr B o] H
THIWT SS & % 5 MG RI i) T A FH I A as ik 2
YK %2 ¥ ¥ (fluid attenuated inversion recovery,
FLAIR ) HESREAR T LF U5 SS A 1Y LME,

Dy FH 3 4 vk ik i R (diffusion tensor
imaging, DTI) BF5¢ 25 4 45 4 52 5 vk & TH, SS 8
H NIRRT A s B M 2458, 7T ULA% 1) S 534
( fractional anisotropy ) /b, JuHFTAHEE ",
P8 SSH Iz CH ML YE T, AMlifE
R IE B A BT IX
32 FFA FFA {5 B T PFAl BRAO Fl{d 5l ik BE 5+
w5, PG IRMEUE SS FZ 2 K. FFA 7l IR
B IS RERY S0 B T, BRI BE = 900
2 52 (arteriolar wall hyperfluorescence, AWH ) ,
AWH A] HH IRAEAR LA, AT UL T 1 A8 32 461 i G
MEFEEAL. AWH 7E SS HR A= SR A, (HX]
T ZHRAE RN 209 SS B, s IE & B9 40 ) JiK
SIKAEAE AWH A B T SS (2 0 o B f SS il
PRAE IR B 228 M, AWH RRELAE1E$ 78 505 4 T 311
G PRI BRI, A& TTRE" . Optos J™ FIOGI i
R PSR ZR 0 vT T W A 36 R, o T s
PP S 471 8] DX L5 4, T A il 4 4% By SS I
I PRI BRI — R R B DR, 4 PREE SS I,
R £ B IR GRS A R, O RE 2264 T FRA 5 Mk
JEFFE IR I MR R Gk 2 DL RANZ T

ARG R B, SS S T TR D) B 300 2% DX AT A
BN KR B K S AGER, /Nsh k2 kO S g ER
AU, 11 A A S AR B Y SS B T 10 1] R /)N
KSR SZAGER, 1 51k INal ik 2w kO =2 46
IR, S AE FRAAS 00 I B S L, 3 A ] R e 2
ZL 34 Nettleship fll SZ7EFR S,
3.3 OCT # OCTA OCT /& — Wi it Jo Bl ki 75 7
e, XL LS R B 2 R T LA 3 um Y
T I 2525 L B 5 ] () PR D B L 75 2%, I ml
D S8 7 AR ) B B DX 35 T AT 38 %) B A 0 A A T
0L, AT EE B4 105 A F BRAO IR I X
$. Azevedo 2" HLIE T 145 SS Hi#, OCTA ffx
At 735 KSR R TR S 400 X B I 657 A A APREE 1 DX Bk,
{H OCTA ML I B 1 Jik 265 R 1l 457 J22 1 8, 7€ OCTA
35 JE R AV 0 AR 3 e A 5 A B A GO B A A
RARBEERSHAT G, SSIRYT A IR R /i

4 LS EZH

SS W2 W H i 32 B I A RE IR 146 Bl Ao A
SRR, I ARIZWiARvE N SS = EBRAE, RV |
S0 1 AR AT B A /D 1 AR BRAO, SS fY
P2 5245 5 MRT = BRAEAR ME R 1 B AL . K BT
SRR R Ak, e R B AR AR IR DI
fAakE " . 2016 4ERM Susac BR2HlE T SS Y2
WidnifE. (1) MSRER: OAZIEA B A& N FIBE AT |
PR | iR Rk R GERERAT (57 Bk Sk
A 1 AIGARAER ; @M MRI T2 (5 FLAIR )
A BoRmfES . 2R BIE/NELE, Hp g2
VAR T HFIRIA H 2 FEREE (2) Pz 2
Tee A Tl RAE R, FAA 75 BRAO 8, AWH, &
AR RS B s M, OCT K2 & B I 43 <2 sl ke

(3) ATEEEZ 8. OWMH&H LW )
T () I FERZREEA 1 AMIRRER; QW
HIReRAr & A W B SR UT sk, ol E
LI A SR S S W VR SE I R PR R 2
/2 LA L 3 bR HERNEf 12 SS; AW &2 Forf 2 45 0]
I RBIZ T SS; Hag Hh — il PRI (5 ) Hf
BIRG AE R AEAEAN G fE 612 5 T BEI2 T SS 2K,
SS 1R S LI, (B SRl BRI

SS —IRIEHF ALK B, MAFEIRS &4, Bt SS
BEEATCEREIN, 2 SECERIZH, HER2.
SS ZEAEARAN MRI F30 7 11 5 2 B L A B,
WU AR W R PR . R IE R S TR
TRYT SS LAY, 2 VERLBR BT k25 (n
B- THLE . ASMER AT bT & AT ) NERIRYT
SS, Horp B- AL R ELE v REINEE SS K 140 1]
TR L AR M, TNE I3 (Ui v g )
X} SS fith, HATREMEZ KL, SS. SR
FRCPE P 5 i 26 FN 22 MERE AL AE MRI R IUARMRL, T
Tkt F BT WIS . Rkt 260 T 52
T BPFARARRES . BeAbh, 2R i kb
WEIRJE ( Dawson F-481F ) , FEP L HET; Mgt
19 SS R ALAE T2 A FLAIR iAU% F FEEFE (5
BREE) , 7E T1IAUS L RBUAFLIARER A, ¥ A
JEORN R S5, I LA P DX H B H R R A L
SS (FFEMERIL ) . 24 SS R ZHLF KPR 2T,
MRI {27 IR AR AL A FAA 7R 1E 5 400 R i
ZkA AWH, HAERIZ SS ™,
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SSIRITE AR, HuiEE AW MIGTT, mMiif
5K SSIRYT 1 BEAILIG PRI 50 A AT AE MR GY . O T
SS i K I ML Fge e e B R, AT RER
FBE R R . bR S e BREE H - (intravenous
immunoglobulin, IVIG) | M@t . 2% WHERNS £
P . b s Bew] AU R B AL
% JE e thF 67 A IVIG 19 SS 357 HH BRI R I
1k, Faite— PR S e e kA7 > .
I, KRZHSS BE TR INAL R sayy, JuI
SEE AR . R R ERI e B R
Ho BLAL, TVIG A 3G i 228 () v £ KU, 74l
DIBLi IR 258 . AR R A IR B AT SS,
9 il 8 Bl RIMGE SRR (1 FIKTT) , AL
Ve B TR R Gk B34 7 2 . Rennebohm
A5 3E SSIRTT RS HEAT TR, M FRAEIR .
B RS A AR RCR 3 A7 T (AL s ™ B R
INAIZIREREAS . MRUGASSEE . B mekh . i
A 235 SRR G M SR A 2B O ) X SS Rt
FIVEAl, B SS o MEesE . . EEEAMLE . Xf
TP SS /B, EAAIRJEAS . IVIG R % iR g
LBRIRAIRYY, IRe MR IR E IBR | mgkg (i
K& 80 mg ) , 7Lk 4 Jil e ie; IVIG & 3~
4 1k, BN & K 2 mgkg, Z D]
2d, 6 NAJRMCHEE 4 1R, B | mgkg, £
Zeffi 6~12 11 Z% IR LR 1 000 mg FF
K2, Rl 2D 2 4, XSS i,
Wk R e il R 7 MNIVIG SR YT, WiRJE T
1 000 mg/d FbkiR I ESE 3~7 d, WSSOIk e
K1 mg/kg (F R 80 mg ) FFLE 4 [ J5 2l &
TR % B RS £ BR oA 2 H b, X T
JESS B, WAL TILMIE: (1) Pk
TIRITERA M IVIG, FlZHHdr. Huimi. B
Uk Je e 1 000 mg/d # ki I 422 3~7 d, BfESHh
REHAER 1 mghkg (F K5I 80 mg ) R4k 4 filJ5
B . IVIG B A ER 2 mgkg, 2/0EH]
2d, W2 A 1K, B 1 mgke, SEIE TSGR
3 R 1R, BRIR 15 mgkg, REAR BT AL IS
418 1R, B2 mgke, M 6 AR 4 4 4
LR, BRI mgkg, FFEEEHZED 6 NH . FIZE
PAFURIR 4~6 A H WA 2 8 2 ¥k, AR 1000 mg,

ZIERIET A 6 T H 2 Ik, BHK 1000 mg., P
JedsE 2 J8 2 YR, B3R 10~15 mg/kg, USRI
5, QSRR I 2 N A 1R, RRIR 10~
15 mghkg, ZJE4E3 8 3K, BK 10~15 mgkg, 2k
JEWMCR R 4 T 1~3 IR, BHR 10~15mgkg. (2) H
Wb AT A M IVIG, Rl iad, %
MRS R . 22 7% BRI £ 1 000 mg BEK 2 1K,
Fraefii 2/ 2 47, Hipth 3 Fh2y i ED 2 (1) .
(3) Wik iR P A M IVIG, FlZHH
Pi. EZHEHIRWEE. fhrisia], FHWBIR N
500 mg & K 2 WK, At BEE] 2 mg AR 2 Ik, HiAth
2HAYFERRE TR (1), HERE G
F IR 2,156 1 000 mg &K 2 ¥k, ZEAMEH 2 47,
X TR SS i, B e b iaI T Al
FHIVIG. MBEMERE . FlZ & Bbt, ZH M Lnhs
(BRE M Bim] ), MR TS IRE A SS i

6 M &

SS W R HIZ Wi 55 IR YT BE e — 843 i g A AR
BOREAR, (RRNT )RR R A APER . 7F Aubart-
Cohen %2 JIRF5E 1, 9 5] SS 3% th 8 Bl 1E Rl
SEACAT i B A ST %, 1% 8 A1 A -4
TIRAEH 34 dB (JEEI N 15~70 dB) . 64% 1)
SS B it f A M A AT ReE Y, miER R
INHITIREE . 102 TI0GR . E 10 IR AR 24%
it BAIE BN A, AR AR AR | RRIER A TR AR,
W B . A RIE . SRR R A 84% AT )
B, WIESE RN 2% s mE T . R
B HETAN SS HA AR, B2 2% MWEEEL
FIvERRR Y AR GE AR 18 4E 25 LRI
s, NIk, SSHEFHREAG Y,

SS &L, FHRMHLE NI, IR
TR, U HIE SR PR SE 0 5 b2 |
W2, MEIRIAYY. MRIFI FFA 4565 B kG A& A B T
WIS W, V6T IR 5 1 R I R 2 W 25 AR
J7 o I IARG T . MR . B R A T B
OCT/OCTA BEMEHS ) /s P AR DG 2854, 1T
DUPEIR S FIRIT o
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