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< 18 /18 > @ @ Due Atwme v 2 #HE v et

18 | _Ef&HHR: 2024-08-06 15:36:34 MERE: 29 S TEFARS: 100 | B IAEEE

HEMER RS SR ERET 2B AET TR LR
(2024 KD

(%] itk SR ERENITC /) (MG X & BRI T 25 W) S B TR <
BRI Z 254 A R R S el 1 2 I B2 A LA BR YT BRI — 3880 N T ET
TEIG PRI FE o 3 FOS W bR T B iR, TR oNG K189 7 R A BT AL M 254
YRS A SRS A0, b [ 2 DL BB SR A 22 2 I v % 2 o ol T2 DAL
I R EEAE LT 0 WA A R R S e A s S O P LD S A AH S T
BT AT RAEIR RIS, S5ERERMER, WeIFHRT T B E G oM 2 H
T T AN (2024 D . NARGIERAEIRTE oMG (K2 WrbsdE . fERGINE. pUik
ST A S ) BT
[ocem]  EENEA: el Ry R

FIEMIE A (myasthenia gravis, MG) Z&—Fh i [ BFUEN FHRZ- AL
W#Ek (neuromuscular junction, NMJ) fLiBiFRfs ) H & e My, otk
LEEATHZ K (acetylcholine receptor, AChR) Hifd AL P4 S M 52 44 it 62
W (muscle- specific kinase, MuSK) Hiff2H F TR THUMA, Z5in]
REATERIL WK RO EI M S EREEST [1] o R
TEF M RIIRTT CEEMARERE S R MHIFD Rl Bk, B0 10%

200 R R G EEIR T 25 SN A B, ASRE TR 2 25N RSN BRI b S B

M LI BRI £ R ol i8R A (minimal manifestation status) IVEYTF H#Er,
BERROA AR MG [2] , HAEREER. W, YU R E R, EIFEHRE
% [3-4] .
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H i A AR A 4 B R MG (generalized MG, gMG) 18R Z 19T R EI A
R, N CETA AR TR G TE MG PSWbs Iz IR, xR T eNG
ST J5 8 RO TURE R 25 D R A IR L B 5 1A, T AT,

VG gMG FIL BTAR

JAEE N SRHETETE gMG (RS IR %St (H R 20 MR R S e ¥ 97 4 P 24
F. AR, I72 24PA RRMFIZESIE, &SR A, HR0EIT I
TR Ja e 15 5 B2 G M 2 3 T R AT VPAY o 25 6 BRAE SCRRIROE g 5 4 T 5K
PHERIYIE RO, FRATE R T AL G 1 gMG 112 Brbrif .

. AR

L R4 B MG 2 ITRIR T 4R (2020 5O (1] s lisife.

2. BFMEAEALC /) AW AEFEFHSIRE I & (Myasthenia Gravis Activit

ies of Daily Living, MG— ADL) ¥F4r=6 4, HHRWIIT4/DT 84 50% (% 1),

|1 WAENLIL Sy HH ARG Sh Ak ke

Table 1 Myasthenia Gravis Activities of Daily Living Scale

A4 04 1454 24 34 347
L & ER FRCHE SR A I FRREAY SRS I (AR DEAYTE R LU PR

2. W EW A E = 5 PEL T £ 4 E R

3.4 W MRS g e T R WEEE N

4, MFE E I ofo {2 A Bt e {2 W FE O 8 L

5. Wl o % i 3k A PR AT RS AT R R ks iR

6. MKFF LR B AT AT SRR, AR PR, SRR TR 7 R A L 5 D

7. WAL B AT R TFRAPAT B AR — AT - FLHRAT

8. M T A AL O R FREA IR —EA - ELABA

£4r

L 1B

L2 R yT PR 20 2 BP0 S it T7 299 CRLRE IR SR 3 R ey i
#l5D fF, THIRE (post— intervention status, PIS) JNICAELENNE.

2. R EITRMEHZED 2 ME IG5, PIS kg, {HMG- ADL
W i=6 4 H 2 b Rraf .
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3. R ETREH 2D 2 M MR iR T IS, PIS NEMENGE, BIE
MU R RIT Y R b, A S =2 RERFERME (M- ADL #¥43
=691 .

4. RAESfE RIS kT 5 %% B E 1 (intravenous immunoglobulin, IVI
G) . MIEEH (plasma exchange) FIAFIEFIILH FIKIER (intravenous
high- dose methylprednisolone, IVMP) % F s ity HLANAR IS Hil /&Yy )5,
5 MG BTSRRI 7710 JEiE B LR B 0 14d B

SR R UL R A R4 KSR AP 1 5

VLR - 2 Fb i LG iR T 2 AR R AR IR S R LR TR
B FEEREHER: 0.571. 0ng « kg~ d’, B8 B LU
FARGIEMHIFIA AR Fh: (1) BRGNS 1.572.5mg » kg« d', 43273 K
MRH, Z/24 s (2) WS, AR 15mg, EA 24 B, (3) WEEHEm
fig: 0.7571.00g/¥, &H 2w, 2424, (4) HEiHtiE: &k 400780
Omg/JH, BY 100mg/d, 4% 2 KO, SEED 16 (5) fhFwsia): 2 3mg/d,
HEA T IRBREKRT 4.8ng/ml, £ 128; (6) HER: 274mg kg’ +d’,
gr 2 IR, HAEA LR EIRERT 100ng/ml, #7024 . WERIE. #IF
E BN BB 2 257 A R T AS B 56 2 i 2 97 A — b M e s iR I7 24
Y, ST ARG M S iR T ST ORI .

HMEMEHE MG K fE R &

oy EASMEIEPERT R TR, R R R BN B LU s MR P eMG

ML FERS r [5- 8] o AT SCIRARIE VG 1 MG A8 2 v MuSK Ho4 B 4 1 LE A 4l

MEVEPEMG S [9] o 55—, T AT AR ZS MR ZE, a0 R A2 = A
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SRR iRy 25, R 2k, sl AR, =, FRERAELEINE MG
A, Al AN MG R 2. R, EREAR. PR, ARE%. W
B E R B, K. SRR SN S E L e 2B E
[10] .

FEVEHE MG MIfiE E B K& A

E i E AT MG FUf R VA G BRI S e % Cenzyme linked
immunosorbent assay, ELISA) . U SZDHETL (radioimmunoprecipitati
on assay, RIPA) FIZET-ZHMLIEMIHISHE (cell- based assay, CBA) .

HFERR: (1D XTAEAYE MG, #BELE RTPA 5 ELTSA Kl MG Hidh B
P, FRI ] CBA FRRAGT; 25 BEA: CBA #5 M A BH M, &3 i RIPA % ELTSA
R . (2) #EEHUAETITE, ARG A R R . L
o P 2 A G P+ A U, BRI . LTRSS A GRS L MG i
PRLLAN HAt w22 UL PR ] S TR, DLHERR e RAEUE D ER G AL . IR B &
FAR BRIV TR R A2 R AR LR « 1B MEIEA T PERRAMULRRST . B 2
R BT . RMEDUR. Ea 4o,

EFFERWT FEUEH MG ADL J5E B MG 1¥4) (quantitative MG scores,
QUGS) &5 AN, IS . SUEHERG . J& BBl Rk 220 S BURR T /7 B4
1R YL ZEVE I . N . R 2 OUUESE, (O IIREIEIR SRS, EHE
HMEVEE oMG i AT 25 & 3 BT 0 B b6 T /5 T0 J0hE R 2 75 2 WL LA DA R LAt A DG
BLREHIET LA

MEVETE gMG HI¥ETT

—. A7 HAR PIS
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& B NRE FRREAEATHATC A 51T RESZ IR, 285 M wh et ML =
AR TR RIS BT 7)) s E AR, HIRIT AR KRS (common terminol
ogy criteria for adverse events, CTCAE) <<1%% [11] (CTCAE1 Z%: JiFFl
TBIT AR GLEIE AR BER R, AR .

L VRIT R

FPIEST A FE B GE 5Z 25 P04 BB gMG B8, w] 85 M S it yT 24
PO EE 2 5 R TR A R R R AR L & HHE S 20T ROME,
ARSIl 75 (K« Y697 B R X HIE AR TE eMG HIERE, RILLATT AR N T
], R NS AR R, R G IR T A AT ARG . EAR R
IT . FRRHERIE T B R T F R e R T S ST P R (fast— actin
g treatment) HEERMIRUIERA [12] o FHgRIingT g G35 f A& C5
IR, b CD20 FFEREH UM, b TESER] PR LR T AR i T b R A P A e 5
A (VG eMG (B3 BUAE S ANGYT . PR XGRS ARSI B, IVIG, |
VNP BUX ST E (18], 7R A) 5 R SRR B A [ 24, AL F
c %4k (neonatal Fc receptor, FcRn) fEHiifl, ek R 1ML A ia T i,
Uitk EL AL I 2 # 4 (Lymphoplasmapheresis, LPE) F4EMHt (immunoadso

rption) CiZWHAITERZEILIE 1) .

%


https://www.doc88.com/shopping_cart.php?act=cart
javascript:void(0)
javascript:void(0)
javascript:void(0)
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;
javascript:;

< /18 > @ @ DuwE Awmc v 2 #E v

#isMGH
MG-ADL{f4) =64

BA G
RE

L .
RERSFRER =
iR E
5 it e
Estamintt
aMG i
A
FHE e T
af g5 frr s i
SR SN
I
v v ¥
[Acompimmtt]  [Moskpugmie] [ umie |
v
sk, fizs | [ AR bl
el ) HERIL AR
THR AT

% A1 AR ILIE ) H % A TR SR ) B (MG-ADL)
1 I LR 4318 43 /T 8500 50% ; MG : TRAEALZE /1 ; AChR: &
P AL B 32 A s MuSKC: JULPA 3 50 52 e s S i

B it 4 5 BV AAE WL ) (MG ) IS 187 i s 2 1l (A
RfEH A

Figure 1  Diagnosis and treatment roadmap for refractory generalized

sl ginvia (PG Wil et o g b i o)

= IBIT ARG T 1

(=) FHRSEhIT

1. #MA C5 il l: K ZEBR ST Ceculizumab) J& H Al ME— 8 ik I IG PR
BRU0TEAY LA AChR FLARPAMEAE G M oMG NIENAFH) BT 254, B RAFIFEEF
i [14] o RPERRAPUN NI e R R TeG2/4 x By ST, FLm 3] C
5[] C5a F1 C5b ¥4k, PHBr#MABGE M D 44 (nembrane attack comple
x) TR, AT % NMT [RERRT ACKR (2, RAEIRITAE - KBk g
EITHEIG TR MG AU RAR L W T A T, B 1 G KT 900me, 4
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FEWINEE 5 IFGR, Wik 1200ng, Ja SR 2 J bk 1200mg. — /e -
a1 FIFRHIERL, 12 AT BN . RS B RS R ER, KA
PR PR S I A B RS BUE AR B L], s MG RitE e [15]
Fk D EBE A 2 CGRERAMAREE S e i) AR EAGRE [16] . BEARR
52 SE M 6 B e g, DRI P AT S L ZLE 25 21 A5/ 2 ) 43 ol i 8 4 R v 8
B, PRt P BRAS E 58 R, ) 7 T 14 A58 FH e A 3R A et L P 4 P B B
o, FERI SO VTG AN FE R . TE AR AR R T DR TR SRR R

s, @R T #h A& C5 BUFMHIF zilucoplan Al ravulizumab 7EIGTT ghG fI55
PTG AT 72 P8 sk A Rt 5 [17- 18], ELR3E[H FDA fikif Boli, e
Sk IR A S B R 2 R EE R B BT T MEVR E MG FRDE REAEE

2. Bt CD20 FpfE k. FIZEH R (rituximab) RAHKEEREH LGl x 2
IR - NS R REEDUA, SR B HMRER CD20 Hili, nl i Hik i
i/ 5 AN #E A% B Cantibody— dependent cellular cytotoxicity) . %k
AR A6 2 B 75 12 S22 Ccomplement dependent cytotoxicity) LUK EI%EES
A TS R I, FEIE MR (1 CD20 A% B 40R. H A2 AR I R
ErE R AR YE MG, £ AT RE MR [ B B 745 SRR R 2 R
BRI RS R SER AR, H MuSK FURPATE MG B MRYT
TSt AChR JUiARPHME R #, (H3550 C RIGIEES=UEE, HAEAE T EE8 A
AF, —fadE: (1D FIZEHRE 375mg/m2 Bk, SE 1%, ES5H 4
F[19] ¢ (2) FZEHHT 100mg FAEE (5B 1K) , 500mg # T (5 2
Ky [20] 5 (3) FIZEHH 500mg FfkfiE [21] « (4 FIZ & H41 500mg

Ak, B2 A 1O 2k [22] 0 (5) FIZE BT 100mg FEKRVE, B
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Bk, S 3R (23] o B3N 2 IR B HLAEE IR B IS IR RN
H RS 6N H [20, 241 . 4HA M B 40 (23] siddZ B 4iffy [256] iA %52
Eefi s, — MR 6 N H RS —itir B E M, BT REa s 3. F
T BRI EREA—, — A 3Te N A [26] o TEMFRATRR AT T, Bk
ELAN R BGesRbs [27] AUMIE SRAZERE A TG, TeM A1 TgA ARSI PEAL,
PA S N B A AR AE A AR AN (D) MRV S s B fe . EEA R RLALYE i, T80
IREFETE AN N g AT 2 A 1R R

HoAt B 2 A R 25 P 1) CD20 ) BUAZ AR HHT (ofatumumab) FIEL[H CD
19 FIPREFIZREST (inebilizumab) WAL I HT AT 50 S8 CERUAS B
AUAY

3. A HE] (tacrolimus) « FEFTHIRIE IR b AR AL A At ve S 5] O XEVE AL &
MG &3, R BEAT A6 P A i 2 218 S e 4 ) 77 36 e M it e B ] o il B 5 ) Ay e
ZRN R R AT, I R 4T R R R M, D A T 4K A S
1 A AN E R, & rEE HPHI Y 2 5 Th A B E R e = 7, wl
B 40 M B AR (A . kb, il 58 B R BEHG b0 Ca2+ AJULITT I =2 JE 32 s 1 A T8
B E AR AR IR (], A IR PE R . BUR 2 MG ARS8 5 Ak
PG, (HE PP ITESREN], IR 20 MBS, Al e E ] Al R
M (28], REfE L EFH R ANImRAE [29] o EASNEER C. D2
8 IE 1% 25 UE 408 DI DA 9T 76 7 S Rt o S ] Al DA 25 58 MV 1 MG S5 IR IR
PRI R R R[5, 300 o fEAIU L. AR v dEE] 3mg/d, o 2 IRAEIE N
HEo b e ) M 2K 52 ARG CYP3A4 SRR 225, 2R e, (Rt

FHV243 39 0) N5 39 M 0 o 249K BE o A B B ML LR T s Hds . R
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AT Thgdi s DL W a5 A 00100 75 52 S0 M0 B . Zh e R
HEH.

4. 15 MFHYIFEHE (hematopoietic stem cell transplantation, HSCT) :
F A B S A ) I 448 P R L m DA Rl ST AR RS, 2009 4T, 3% [ M 4R
T 1SS I L A0 A RS R A I o MG AR . ZEREREIE 1 40 A
JIW, BRI AN IR ACKR FUAA /KPR B e LA ILTE S REAR 58 4V 2K
w4 i T 204 [31- 32] o (EZ R MmEHRIES, AT b
EH| T REFHVARTT AR, B RRTEM IR T I IR A3 BT Bl e 422 [3
2- 33] . #AifI, HSCT H T £ AR FIHRE, X T Fifyr fKr 2k me 1
Ay ATy R EACHIRE ) BT SE R 2 h O RTBE LT A

WEER: (1) GERITAMIEETE G AT R RO, LR
ARBL, g Al BEFHERLGE I HE.  (2) AChR PUIRFRIEAEIGPE oMG B
A AMA €5 401 CRRPEBRIAHT) | HL CD20 HAHT CInFZ gD slfhse
sE (RERARAZEE) BT, (3) MuSK HriEPHIEAE G MG TT 41 S 8 A4t
CD20 g CHIFIZHFH P 16T (4 BREGERS, FI%E R A OB R
FRGIEINGIR, FETEH, NMEHEREGRRRR. (5) MFadE
G TR T 2R AR R 1) 26T JE SR IR AN, LSRR I SR A
PE gMG 2, WITE S A KT R AR R VA T B 4 HSCT,

(=) TRERYOETT

L NSk E A HAE LRI TT A8 S PHIT FeRny FORIERRGLIA . S8 %
FEE AR RR . PHIRMA . SFe LR TS G, HEFF R 400mg kg ' - d
YBd A LATRR. BE L RNRR, ERWRES: 2 AMAES, FERaR B

%
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AR MRS S ol I S RS, P B REAR R A T .

2. M B A LPE: 15 8 4 iy = AR FIAIL R 35 BR 0 PR ch iy B0 1 AR
RNEST T, [ GESGIN L T A iR AL T 4 E . 4] 1E Th FI Th2
SRR E ] SR A L MG N B ARAN S A 0] G e A 25 B U [34] . HETEE
PN 1,071 5 (578 &, 76 10714d AT 376 Y e, B nl e
NS AEA. 2T 8 R 2 RN EH)G 2d £ fER A #8172
A AR BSALFE A PR R 46 R MR AN % . TVIG 5 &
A fis MG B3 b BT RO, (B IVIG ¥R 97 5 4 J8 AN B BGHE 4T 1 24 B 46t
518 Y it 24 55 4 S8 TR0 7 5 BT TVIG iRYT . f A G S T
A E B, BRG] R .

LPE 3T 43¢ (14 11 5 B B0 45 0k CO 40 0 5 BB, T i BRAE R v By el i A o
BTSN T, B kAR [35] o [y s eh O A S BRI TE MG fE AT
fE G EF TP AT BT A (36 MEFER R E S, FISEE R KR R B
Hea AR (total plasma volume, TPV) ) 70% 80%, [RIRf#8F% (273) X1
O"ANHREL AN . Zhas I8 AR IR IO AN (4 M B RIVR RS, RIS 3. TPV (it 514
KR : TPV=0. 065X (L2410t %) X4 E (kg) o LPE 7S 173 47
P, BE 3 RHEAT 1K [36] o AN [ iRy e S o[ af 4% 5 4

3. R I G W AT A EC AR (BT AT IR B 3R A AT SR ) T L
AEFEVER N I b 5B S BREE 7, SRR B AR B UIGR M3 . — TTBE B Lx
Ik RN, SR AE AChR FiikBHAE MG f& % 83 A 7 k5 i 3 B el 24 (3
71 o 3 —TIBEBL X BRI 7 45 SR i G pSe W B 7E I & Y AChR PHE gMIG f & h BT

TR IVIG [38] « HEFFREA b4y 273 W&, Iu)Bg 48h L L, FL 375 k. A
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R EAER R 8 (RRAEERE A M 2k PRI 25

4. FcRn B0 WM (efgartigimod) f&2FE R4 NUE I AT TGL
Fe FrBe, WHEILEEHES S FeRn, PHIT 1eG 52855, MIES IR P IE R AT 126
(IREAR, SCHL LG (0 “UEHE” JHER, PRREURMESIUAACT BLSGEER. BTG
7 [ At b1 P I 9T ACKR BHAE MG, MBI 35 4 26T A X 4 Hidh 257
PRI MG, R J7i20y 10mg/ke WAL, BRJE 1R, k4 AR5 1 R,
LARARYE S T4 58 2 AT . WINEEEERAZAE 1 8N HBE
R, FEFZ A4 AR AR RS T AL [39] o AR IRRATE ARG A -

FoAth FeRn $EFUR A0SR 2R BT (rozanolixizumab) F1EATLR| PTG
5T 5L

5. KR M TVMP w40 58 1k 40 i B 5= 2E . JH) B 4 [ 5
AR A TR PR Rl (3 2 M B T4 2 LA R S I MR R .
AT iE— B ARk 2 JE 1000mg BY 500mg # kML, $54:375d. {H IVMP ik
FULTIE FORE PRI N o o e s B A8 e 75 1 L 48 ML SR BB AT 8L 95 (19 % A
AL, SRS M E . IVIG S fb Pl A et &, W Sk
HE. THAGIE . RAT AR . OV R R

FEFEBM: (1) AChR HUPAPAPEAER 1 MG £ I 2 1 ol 2 5 5 3 AR i
AT TVIG, Mg B, LPE BAERIHGIT . (2) MuSK HJTiRFHYEXEN 1 eMG
R E P i o 0 B SR GEE IR I R P i S B B LPE 5T, AHEFRMEA I
VIG. (3) g2l FeRn 5405 Cnimssissy F Tinyr A X Pk 8 Y p 3
kMG, (4) fEFIPUEERRUGIT SR IR (B FRGURE A R i T

5%, (5) fERIEMA C5 HMifR (MK EEBREHT) B FeRn 5HUR] Canton=4E)
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FEAE R MG i #Em Bk N i 0T B 250 (HRIM LD EOw PSR R s
H A T R O S BLA ST AR 259, BLFE FeRn $55051. #MA C5 #5755
I, R SE A AT A T S HE b i T e A S iR 294 (AR 4 il
B R S 2 . b Tl SO LA AL T S ILVE T (E R 258, BAEIGR . FF
WER IS ANHR] . B B ANMIAIEIT ) o LOWSEELT R fere A S
FAMA C5 78] FeRn $EHTFIHST X/ ks bL.  (6) TVMP 75 7 B & HLGE <
B AN B 4 6 AF T HE AR .

(=) MR UIRRIG T

TEER: () X THER AR E MG 8 BAEAS AT AR BE
P, HARTAR, MBS RO T B 2i6yT . (2) X TR AR ) AChR
PURBRYE. FE/ANT 54 ARESNT 65 B IUAERIE oMG 3, MalRUIBR eI aE 2
AT A o

HMETGTE gMG A& — 457 T PR A R AR, BRI “HEE " HE X e
AAFRNEMR. Z5HENT T REed R E TR, B NRIE N ANE A G
MG FLiR. B FIGR T VAN A L R 56 (K A B AL R, HEVG 1 eMG [K1iZ T
PRAERIGTT SRSt 22 R ST FEImPR LR, 85 & Bl ISR B A1, K5 2
FANBRE AR, 0GR EE PR EREE . AR R SRR
T RO B R . AT B LR R AR, EAMARE R RT SR T, LAY

BRI A, AR, ORI A G T B br.

SR

(1] v [ e 2 s 22 S e oy 4 b B EAEALTE 02 W RG99 (2020 150 [ 1.
PEME RS A E, 2021, 28(1) ¢ 1- 12. DOL: 10.3969/]. issn.
1006— 2963. 2021. 01. 001. Neuroimmunology Branch of the Chinese Society
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