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[ Abstract]  Demyelinating optic neuritis (DON) is an inflammatory demyelinating disease
of the central nervous system, which can lead to visual loss in young adults as a major factor. The key
points concerned by neuro-ophthalmologists are to reduce the rate of recurrence and improve the
prognosis in the course of diagnosis and treatment of DON. Companied with the deep research of
diagnostic markers, different classifications and therapies, and evidence-based medicine, there are
more and more clinical evidences for the development and standardization of evidence-based
guidelines for diagnosis and treatment. According to the routine procedures, the expert steering
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committee, the guideline development group, the external review expert group and the working
group were established. The clinical concerns were collected directly from neuro-ophthalmologists,
ophthalmologists of other subspecialties and neurologists. The guideline development group
comprehensively searched and systematically evaluated the relevant research evidence at home and

abroad, analyzed the preferences and values of patients, and organized the expert consensus

meeting. Sixteen recommendations for the diagnosis and treatment of DON were formulated,
including classification and diagnosis, therapies in acute and chronic phases, and the follow-up
management, which has important guiding significance for the improvement of clinical treatment
and reduction of the recurrence rate. (Chin / Ophthalmol, 2021, 57:171-186)
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WL R, 55 22 Dt R0 X BEEE LA, i K D T W R o
FIAYT T REYK &5 T 1 ROBE 2 B R AT
255 e B A R LA iR e 6 N R IR
P07 AW )P O 2 S Y R e o i S TRl
1R e S IR T 41 S AR N AR 22 R Y B kR
JLF- J2 e ik i 3 0 B2 o038 R 3097 41 (P=0.004) Fl4¢
LRI BREH (P =0.003) 19 2 % 5 5 H: 9 MS e {58 n]
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28R B 5 AE N NMO AL F 5 A 40% , MS 51k %
WA 4.8% > L [ IDON AYI5GTT ASFESE 45 1 I
A2 AT PR IS A IF T 28 S, A A e & 1)

HIL L P AR IDON , AN s ZUHE (E 2E 1 T IVMP{RYT F]
AU ASHE 77 DL R T v IR T B IR | mg U JE P
NG 257 Al B A T AQP-4 B ik
FIMOG iR BHYE DON, B #fi2 W7 I S Rt f 7 IVMP

mf“fj RS R JE e BRI B 1 o/d (L
AT HJ’#@ 20~30 mg/d ) , % 25 i Dk i 1
3~5 d, Jq P DU s 0k T IR AR Ik JEF (2 T o
(R 1 mg) o ] S5 A 08 W R JE JE . IDON 1
MS-ON A PR 52 M e T 2%, G fth 7 U 90 pp 28 R
U, B DR 4~ L LIk LA K

SEE DR AT 45 e T AL X AT i e I
e o d iR YT 5% % 100 1] DON B8 % 007 7 4
83% M H VB BESZ% T 58, 12% O R RE e M EE
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2 HMEFE L 5. 2 DON KA Bz i %
TRIT O, A SO LT 1l 2 4 e S e W A
7 (2D) 5 %1 RUHR A A 1 J 0 A0 A 28 48 (R 1<0.1)
1 AQP-4 HLIARBHME B A, BSOS LA 7 1 3% ¥ 46 o
TAENZ IR (2C)

SiizeatAli u}.ﬂéﬂ"— 4 HE RGEIRAMN P, 4
4 7%, MS-ON (OR= 0.78, 95%CI ; 0.68~0.85, P<
0.001) | Ilfi AR A7 25 4 1iF A G 90 28 98 (OR=0.76,
95%C1:0.57~0.88., P=0.01) .NMO/NMOSD-ON(OR=
0.71,95%CI:0.53~0.84, P= ooz)mL & A SR e g
BRI 9T 2 T AR A AT A% i . L3R 4R (OR=0.68,
95%CI:0.62~0.75, P<0.001) &mzu&w OR=0.82,
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A1 8%0R 35 73%(95%C1:0.61~0.83 , P =0.000 4) . [vi]
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fifk 1 T FE P 0 A A (14 7 o R RIAL Y it
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11 IVMP & i ifi 4 e 45 3697 il R T7 24 1 IV Mp
Je DU B R 9y (M iR T 6 A H AT s Y
EDSS1F4r 2518 1.8 5-1.2,P<0.05) *

(IR S SEEIE R & N1 Ak S5
S5~T UKL B H LUK B ) LR I 7
1.0~ 1.5 % B, 40 A 1 P sl 6 1 2 ilm
PR IO ki R 00 K R IR T e R T TS R R G
(intravenous immunoglobulin, IVIG) EIT R AT,
HL L a7 S T IVIG iR TT

G E W IEHIR YT 56« SR W BRI
AT A R ATE T oA BE R, JEF 2R
{8 Gz Mg BRI B TR] R85 A e e £ 9 g B A
W B 2 PR P A 2 A I L R A N
O 28 W BRI nT A R8I RE 1 A 11 slH B0 Uk 1L 2R
iy 4 5 | B At B 7 R AR i A TR Dt A R g
(1 JAURG: (i) B 34 AT i B o 4 i 46 o L %) 3 P IR 5

0o TR SRR BRSSPI
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B *ﬁ* (i lf - 35 v o T AEALER X i 2% i iR
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1 5:‘/\};%& 14% A AN BBIEZ 2T E -

3HELE R L 62 AL IVMP IR T JC N 82k 2

1 DON 0] LA % BT IVIG(2D) 3 % T %F HoAth i/ 97
FLA 25 S0 DON BB %, @0l IVIG IR T E h—
FRIEFE(2C).

HEFAUL . HATA C IVIGC i3 77 DON A9 fF 57 5%
AT . JSAE RCT WFFT 45 2R W L IVIG A RE
Pl aemi s BXE T IVMPIRY T JE RO, R M
AAE BT P E AY DON, IVIG 3397 A3 B T Pk
PR RO B AR & & R 5 . DON 2 IVIG 3R
IR .(1)(43€F}T LIRE 0.4 g, %25 d; (2

AR T vl IR 2 o, 23 2 UK T

B U - 45 e T AREALER X IVIG I
"%si,ﬁ 100 5] DON A8 #E 1714 A . IVMPIRYT julxﬁf
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Y G TR
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(immunosuppressive treatments, IST)JET 7777, itk
MW FIH 5 A2 % 13 15 (mycophenolate mofetil, MMF)
AR IR T ) — 26 S R (1D 5 & A& TE
IDON . CRION , & & Pk MOG-ON K MOG 4t {4 45 4
FHAE DON, 4 i A7 IST & J7 (2D) 5 NMOSD-ON Al
MOG-ON A HfE 7 & Hif 97 MS (1) 95 9 18 i 97 14
(disease-modifying treatment, DMT)(1C)

HEFEDLW] . 24 NMOSD i 7 92 B 45 1 % & %
ILEHERE I TP I AR iRy 7 1 — 26 254 il
5 i Mg BEE S MMEF A1 A 2 %t v [ BT A
(rituximab, RTX) " . 2019 £ 2020 4}, L EH & fh
H12y i 4 PR (food and drug a(hmmsllalmn FDA)
HE T 4 I 2E et A MR BE AL DA L0 25 L, e J it
#E Kculizamab ™
THRIT N AQP-4 ST IR BHTE NMOSD - fEIlGIRI2Y 7
il B BE 1258 AT R R al FEESR  iB N 2 E
SRR RO (RL O 4 LT P 2220 ) A
Jay 1 AL A LA A vd BESTIR R 259 ] TR YT
NMOSD -

LA O T % IDON L CRION &2 %
PEMOGAD P S MOG HUiRFF 2 FHYERY DON 17 IST
{BIT L ZH0AL GE Ga e A R) B R BEE S MMF A1
LA H IVIG {1 5 ¥ n] BRAK & A% - 0 25 3 4
s HETIRYY MS ) DMT JC i Hil; NMOSD #1 MOG
?J‘L‘Mi FHOCPER T & 4 7 - Han e 4 25 5 B

B ey At E T TR T MS (19 DMT 25 9 15 2 4 46
S E AL B-1b T # (2010 47 ) | FF 7 9
e (2018 4 ) | 7F X 5 5 (2019 4 ) HI Py J@ 52 14
(2020 4F) * . RUHALS B % DMT 254043 Bh T
L2 MS-ON P il i

BT & (1) MMF . #fE £F ) 5 4 1500~
3000mg, 75 2 ¥ R ;L 3 4fE 1F #) G 500~
750 mg/mzﬁi FEMAL B2 W A I B 250 mg ., 1 oY
2/ TR, H7dl)~l“l ORI e, P E e AR, L
P LRI 2 (2) B NS . HEFE B R ARE T e
{A i 2~3 mg 3)1Vl(,:1}"5’|¢" Bl R T o (R
2, BB T R dE 1 g 4idy ;s il B K0 T i fR L
0.4 g, iEZES5 d MG BT BET vk 0.4 ¢

BE L 5 R e TAEALE X e i 'r’ﬁ'J*J“f‘
I7 7%, 68 100 7 DON S 5 E 1 74, 45% B %

W& 25 5B 0T A 0E L 36% B % 1B 2 S A RS L 25%
f&“ o e R WS e 2 N AE ~\()[)-4fJ‘L'M\.
BHYE DON &8 &, 55% i & el i IS B4 57 12007 &
6% 8 1R B AN W% 1 56% I R PR RTX

Inebilizumab * | Satralizamab ™ J1]

TRIT L 13% S BT FE MMEFIRIT L 11% 58 3/ A
MR BTRCR AR TT L 5% S8 5 PR AR IS
24 AF UL 8 F1 9. HfEFE AQP-4 HLIAPHE DON
nf LLIEFE RTX {97 E i v — 2R 3597 I &
(1D); B M MOG HUARBHPE DON 48 RTX A
JrRRARA A (2D) - AU 2Pk R e i K Y
DU ] T RTXR YT W) I i 200 oy fE &8
HERE 1~2 4 1 (20) s 47 R HEAME I CD19+B itk
LLATAR ok CD27+1C 12 B A4 2 RTX A7 19 W
fRbr(1C)

ffE 7 Ul W) s Bk e PF A0 4 X RTX IR IF
AQP-4 HTIFHPE NMOSD il 52 REeiFfr . RTXIGY7
AQP-4 FLIKFIE NMOSD ) Z .0 RCT 58 45 5
AN X BRAAT T O R  RTXRI P Al e | %
f/'l RTX {97 nl & & B AQP-4 HT A BHE NMOSD

WA KR IR I AL X RTXIRYY AQP-4 4T
M& fH ‘ffir NMOSD Y 1 RCT J5¢ 46 fFF 58 F £ 730 8 0F
fili oo 25 UL B R RTXCIR 97 0l BRI AE & & 8
EDSS Py - [, GEAG 2 O 4108 K 2 30 1R e 4
RTX 5 B 6 IS 14 - NMOSD 34 97 24 J5 1l it RCT
fIF 58 SCHK L 25 S48 RTX R A0 8 B2 04 367 347 0 4
& ME NMOSD 19 41 5 & % FLEDSS 345, {H RTX
I AR ] W T R RS T 0 e,
AQP-4 HLIARBHTE DON I RTX 1 b —£-3697 I &)
RIS %

X ¥ 5 % M MOG-ON, n] % &% JH RTX iR 7
FUE A LB MOG HTiA FH DG PR s 72 RTX AT
ROHIT WIS K o I8 8 K CD19+B ik
21 EE BIIE T 1% FLCa) CD27+/CD19+B bk 2 4t i
LU 9 1 1 0.05% 77 . H A HE FE R AR A
CD19+B itk (4 A sk CD27+i0 412 B bk UL 40 a4 o 1
Mg br AR 2 ST AT L =
BETRLIE L A BRI R A 78 4585 MOG B R 1
5 5 ‘& |’ U1E B R B RTX IR I 2 Y 100
S

HIT T CORTX R IT 09 H LS T 7 % .
375 mg/m® A & i1 B C B K A fE 1000 mg) |, 0% 25
20, ] B 2 1 C2OORTX GRS F I8/ R 77 58 < 1
J& 100 mg/UK , 25 4 1K 5 5] 200 me/IX , i 25 2 I, 1]
B 2 ) - (3) g6 N H FE R G, 50 CD19+B ik L2
AN T 1% W 52 3 G0 4R 5 58 Inl SR i 25 90)

BB A5 e E TAEELER X RTXR YT

A 100 fl/l] DON M & HEF 7 A - 7 AQP-4 HiL {4
ISIIH DON M &, 56% B & 8 B2 % % {k
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MOG-ON S ,55% B & I s Z % 4.

3 HEAE R UL 10 ISCAR e IS ol MM 55 fie 328
) R E T RN R AN T A2 AS B
(9 DON B, 0] % 1 RTXRY7 (2D) 5 dE 0121 H]
BAE MR IS MMF I RTX 35— 28 G0 52 4 il 59 i 9 7 475
5 R0 DON A 1Rl /I 750 9 A o i3 36 R
R %J‘ﬁ‘a&l*iifh I, bR R ] 2 2 R
WA IR e | P 2 WA Y5 97 (2C) 5 2l 180 R JH A s sy
MMF 5¢ RTX 5§ — 2k 9% M0 il 7 iR 97 JC 30y
NMOSD-ON, 1] % & % H] Eculizumab , Satralizumab .
Inebilizumab 5254 (2B)

HE R T < GR s A0  H 245 $ Tels PA ) s o
KA R TR YT ) G B 25 1 1] AR %ﬂM)\ ’J
WAl . — RN, XTFEJILN‘% S MMF A3 2007
fl AT 6 4 H L a] i 2 U\&U\,J;&&ﬂc
TR KL B R A, i EE%Q%J?L'MIFFU*J

UE G PEA £ i 5 2 501 L 45 32 B 7R RTX 1]
FH T B s RE % sl MIMUF 45 At G2 410 i 7905639 7 G4
sl A AN o] g 52 A K sy (A i il i
W DIREB ) (B . BEA X T B e IS B 205
Y75 R 1 NMOSD s 52 % PRI 28 % L B4 IVIG
O ChEH B3 T- 90 IAR 0.4 @) s 164 1R /)N 0 4 1y

WA A T I LR 7 A 21T

(AL RIS MM 5 RTX) iR 7 JCR# . ”T/i\ﬂl[lﬂlx
AT S Nl L S O R
MOG-ON fiy & % 4 # 4t i & % NMOSD. x-f o
MS-ON, mmdrltlilulmh SRR RNEESLIEENE

FL L KA 2 W M yr b W R R
(2018 )Y

AMEE R UL V1 ASHEFEFE A I 01 AR 7N 79

B Wi A R AQP-4 HL IR BH P DON -k 113697 (14
— 2R (2C) s O T E ™ HE AN [ R s n] i
T AN BRI 195 R MOG-ON B, ] % s 7
A W T R R IRY T (2D)

HEAE L . — T4 & 77 ()b NMO 2 NMOSD
£ YA BEHILIG R 56 A B0, SR FH B e ﬂ“—"fﬂ—\“Hﬂ‘éA /N
J’fﬂ'v‘u&fﬁ R KA A 957 0 52 A AR I b {1

T LAL T AR G R ISEA | XL X T T A2 Jlbuq/:udﬁuf'\ /f\
[ B2 0 ol At e M B 2 iy PR AN R R,
IG5 R /N 50 e Al g o i 3 ﬁkwoubm
FHAE DON & 45 101 0 iz it ?Qémf“mm{ TR AT
FR . W TE 25 AL 0k, B M MOG BT AR AH Ak it i
S P 0 SR D 7D 750 i A9 I ST I8 2R A 1R 7 R e I
RS T IC b W 1 T 00 3 28 S ik 751 (n=59 .,

5% %5 38%,P=0.016) ™ , J LG FAS K mk nT
T 52 40 12 T 3 8 AN R0 1 &2 e b MOG BT AR B
A28 48 B T 5 LR /0N 791 e M R R 3 A4y
HEENS
AN R R B R U IR T R 1 K S R

JE AN TR A it 5~10 mg o8 55 2504 9 75 4 1) ik e
e BRI SR e (R BUA T <40 kg & TR 5 mg, fA
1240 kg # TR 10 mg) .

SMEFEE W 12: 4R 10 % UL L& & 1

MS-ON B 1 2% R 558 (1B) ; 451 JL % NMOSD-ON
FIAE ot MOG-ON B 5 RTX &7 F MMF 3857 16
P — 2R IRy TR (2D).

fELE U : 2018 4 5 H & [H FDAHEME T
10 % LA b L FIE D4R DMT 2549, 1 25 X 58
i Z WA AR IRIT MS B9 LA DMT 254
(B THLF M A% S8 i B At Bk 5 5 B b A )
aHFIRITILEMS ™Y ZUiIMFR4E R ER, 5
RIS MME K RTX ¥ HE A 2L B A% JL % NMOSD
(90 75 B R Y™ . Meta 20 B 45 H 0o, JL
NMOSD 1 RTX G700 5 4 5 % 300 B 1% i i 2
T B I A b AR 1Y 2% . 0.93,95%CT- 0.17~
1.70, P=0.02) Fll MMF 5 97 ( 45 1fE 1k 15 22 . 0.72,
95%C1:0.17~1.28,P=0.01) , H. RTX {397 J7 EDSS i
ORESRITHIMCE . BRI TR AT S EDSS 143
Y PR B 25 S E AT 8 L (=1, bR {3 22
0.51,95%CI:-0.34~1.36, P=0.24) "% _ [ it , #f:
77 JL# NMOSD-ON 1 3% RTX i& 77 fl MMF 3377 1
A —2RIBIT T %

AR AL A D TR XS LR )
% XT 100 B DON A5 iE 47 18 A |, 44% B & 1 #F
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/NI R O ) TR AR R, 9% B ik
P4EH IVIGIRYT

6. 4 17 25 UL 13 2l i 4T 1% 1) ANl L 4
DON 2 MERAE 172 IVMP IRIT 451/ 7 KW AS g
ANHE R B M E & 0T B IR IVIGIRYY . R
W MS-ON A @I 31 DMT 36 97 (2C) 5 4F 1 b
NMOSD-ON A4l I MMF RTX 3597 L 20 15 5 4
GEVR R 1 BRI ME 4 (I g K 351 o by A
KT T 5K HE 2 mg(2D).

$E 150 A G AR W D) A S T 24 1 B 9 Bk
s AT PR T ] RS X AL AURS: | A AT 40 4 T
iR S WAL e SRR iR IT R
NMOSD-ON — B %, 0Ty bt s FE A A s %2
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U0 PR T A X AT R A 1A A e A
PN A LR A 0T AT W 0 A, T S A T W 1) )
i /NS ik JE S (<15 mg/d ) 4 FERI7 . HArm
JOWH 2 o i 2 g DR L BB W S .
WL AT O ANl G g5 ] ) DR ERTAG L
A 3R B E -

U 0 109 MIS B8 & 4252 DMT 24599 17 v A [a] Bt 1
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AHIN TIFL , ™ 5 RS DMTIRYT LA
e %
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A K FDA RS 51 A B 9 4T U W I 24 | 2t
Rk erb NS Dy A N ERS SN Fil I TN
KR TRk E 2mg™ . FURWIEEH] MME, 76 1
UM 281515 350 6 T 455 T MMF, AS 232 1500y L 0 4 1]
MMF

A RTX 07 A R LSS R 09 BIF 50§50 A7 PR
U e 30 T 0 400 A 2L A0 AS R BOR HH RTXGR YT
RTX {097 I 6 4~ H N I ik 4 ﬁ;\&ﬁ:ﬂ R
i RTX iR97, n/m.m Wl RS RTX H 24
S [ 45 11 BE LI S

SEF AT A5 i E T AEALER X AT e R ™ JS
BIT T 6100 {5 DON B & b 178 4, 78% B &
VEFEIT N2, 7% B8 & BB IVMPIRYT . 8% 1B
I 1\“1(:‘{1;7’1’ 129 58 0 5 2 S0 AS 10 1 e
MHIILJ 1367, 29% H & TR 0 S U )i W g

4Lﬂ“‘?;u FEUR S il 0357 -
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W HEC B 65 4100 AR AE L o P R e I Sk R BE
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EE T o LB A R 2 R OGS LR 4
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FEANGE | FUIR N 855, QD25 A AT TR NS S0 8 e i
i i A AEIR A N R K ORI R G 8555 A R 8
ﬁ.&ff TCEIRTET I I B T i oA v
MRS 2 h A I ’rﬁ‘i‘i‘&J"* ) B HEINRE 5
+ R HNI H K P4 O R SR ol L R B
AL {,{AFTUHJ’WJJ%J ht ﬁéﬁﬁ*&ﬁ{?ﬁ%{h&m
e SR (N k11

2 LN TS H TR 28 2 1 40 1 1 R
BT T XU, [l A7 AR 25 AT 0 N S SR e
BE LR R N Y ITE 2R 9w PRI AL S T e, H ey i
(DA A B s e, 3 3 N 5 T8/l F S I N N3
g DU AR s ShBE H T0CEE T 7 A1 T07 5 RIS A 55
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MI-t’wlullvm'iﬂm&u,fg'r’l;m IVMPiHIF A R H
{00 % 2500 36.7% , fiei WA B S e it
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WESS DAL o R G0V 8 s A e 2 R
R B T 2R T I I T l;}E‘J JAUBS: 38 0 (n=3,
OR=3.85% ,95%CI : 1.96%~6.54% , P<0.000 01) ; f
2 R E R TR RIT ™ A R R
KN 2.9% (95%CI: 0.99%~6.54% , n=4, P<
0.000 01) . & WLy ™ FAS B S50 0 45 S e i
ME Hurfmnﬁ It TR e 38 i A R AR TN
lff.’f. U A UL ™ AN R R 4G R AR
i Ak 'L IR 98 T BHCPEAR v BRI, £ A M
Oy 15'91%”!1U1n/ FEO VAL A BRI, O HUR e
XL{’\\/

SO A0 D TAE LB R R
JHA G 8 G805, XF 100 5] DON & ¢ gk £7 0 A
61% £8Pk 22 30 1 g E A7 W 3 T o R )
T1% i8I Z 08 IR B A

2 AMEE R DS HEAR ISTIRITRIAE B2 T &
A VPAL AL ES T I IR B E IBE | e BR
TR S CT S5 RG Ay, HE A 8 A g L & 1
EIERTHER R C1C) - AT A e R Y 5 MMF ML
SRR 7 3R] K IR e s 4~6 45
R JERA T AR T 10~20 mg (  [a] 55 47 %) 1 Y ,&
JEJE) | T G e 4 i) 741 56 4 e RS B I ik 3R ]
Wik B B AE25(2D) - HELE IST (ﬁﬁwuww
24549 790 1 R 25900 AN B RN, A 1OIT 86 ) 24 5 1) 41
U AN T g T 400000 4 of, 2900 3 550RT I 5 DO RE | B e
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1~3 4 H R A 4 i 20 Bt BCRUIF DI RE (1C)
SIS SR i 3 e e BR AR F1KCT R I e s R
B FLIMAE I (1gC W <S /L), 0] L% 18 B T 40 58
PRI R ER H 1 CRE T e (R F 0.4 ) (20)

HELE U] DON B fore 41 ) 770 1 24 491 1) 7Y
A IR T AP AG AR R XY
RGP RARMAE R W . K432 1ST 5k DMT
IR E T RE SIS RESL G A RE ] L e
JEE R A RS BIL 2 M S e R A & R S T g
P, AT AR 8 Y R0 G 1 0 25 e L AR A
AR O K HARIST 5 %8, 58 3% 4 8 RGN OR
S GE Rl N s

SRR GF A5 v AR Gy J i 5
FHAH DG B30T, 4) 100 {5 DON A& B 7l A, 76%
SR T WA SZ B D mE A i R H G A

3AMELERIL 16: RTX AT DON AN KL =4 (1% i
Bl 5 it BT A AR AR L RTX R HE 15 5 MK A &
TR 92 905 5 42 1L IS RBT R 98 905 S5 A% O PR |
Al CT B i bR Bt H (1C) - HEFE RTX §ir
TERT TS PE 26 T oL A 259, LA R AEC A 4 A DG AS
B AY A 38, o B S P R B g, T bk &

T HUR I e ol FEOK RN B RR AN TR SR (1D) . g

(] PRI A8 7 P e 92 oK A 11 99 57 AR AR AU 2 2 e g () ]
REME . — LA A B DRI A 4R g, I WG [
ME SR, AT B2y, O 96 38 B &8 CT K A, LA
B3 (8] J5 P Al 98 55 T BE (2D) 5 45 & A IR R ER 2
F1IALRE L 0] 2% 1808 W4T IVIG 3R YF (BE ) 4 T- vk 8
04g).

e PRI DR B T4 El I S A LR LA
AT K RTX R YT DON W 6 AN [ R I 1 i 38 ¥ &%
iy 7 KT 6 AN B R (025, 95%C1 : 0.173~0.286,
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