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Abstract

Myasthenic Crisis (MC) in children is the most severe clinical state of MG patients, characterized
clinically by progressive dyspnea and reliance on respiratory support. Due to developmental
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differences, children patients have significant differences from adults in terms of pathogenesis, clin-
ical manifestations and treatment strategies. At present, most of the treatment evidence comes from
adult studies or small sample pediatric data, and targeted exploration is urgently needed. This re-
view summarizes the pathophysiological mechanisms, diagnostic criteria, drug treatments (such as
cholinesterase inhibitors, immunomodulatory therapy, biologics, intravenous immunoglobulin
therapy), non-drug treatments (such as plasma exchange), intensive care management, and emerg-
ing therapies (such as complement inhibitors, FcRn antagonists) of myasthenic crisis in children.
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1. 3]

1672 4, HE ERIFFE S « BRI Hi(Thomas Willis) B L% T LA EN NG 1+ 59 55 1 R REAE 97
B, X pCNEAEALJE 71(Myasthenia Gravis, MG)# & - 2= 25 SCHRAK3E[ 1] [2].  JLE EIENLL /1 (Myasthenia
Gravis, MG)s& —Fh H#H 2 - UL S AL 26 D R AG 51 B A5V B B e e . LB EAENLG I fa %
(Myasthenic Crisis, MC)/Z& MG & LT 1) E G, A QTG &k 61.5%, MC B 2B st 3
K 5%~10%, 2542 K By DU {5 SR [3]-[5]. iR H4EN], BEEN MG %)% ZmRALHIAR IR
ANFE LA K, )L MC RIRYT 3RS KA T BB . EF Rk LE EREUL 1 fa R)ib
ST AU AR — 2RIk, BEAIRIR LB 27 .

2. RIEEENHIS S
2.1. RBZFHH

JLE MG F95 BEIE R 2 0 22 LA 4 S Ak S it 5 BRI 2 G IE A 32 48 (Acetylcholine Receptor, AchR)EE A
MREAENE SRRl SEE R ZFAEAS(Acetylcholine, ACh) 7T/ Iz FEALAL #EERS[6] [ 7]
RYE A S PuiARA, JLEERENIICSIMG)F] 43 9 IYMIEAY . AChR FUiAFHTE MG (& 40~50%), Hyiikis
i BEL BT 2 Tk AEL T 52 45 (A ChR) B 7% A M S 350 AChR BAfE,  FR i A M A S5 s L %o OB s Tl 40 ) 750 s 1
RUf; MuSK FifRH M MG (15 5~10%), PiiA T3 AChR 5 KA MLARE LI A, IR PLERESAE IR A1
WP AILSZ BN A, tof E Bl i a4 it 5107 35S (R (R T B R 22 5 S PR LRP4 HUARBHYE MG (i 1~2%),
PUAAEE R LRP4 8 H#FIM 2N AChR-MuSK 15 5% 5 DLAIMIERATE MG (15 30~40%), &3 Ak O A
ok, T RE R PUAR K TR K6 W0 R B SR AFAE 1 AR R B B BUAR[8]-[11]0 X L8 W1 7Y (R oA iE 5 1 PR 22
FREEIZIT IR AL 7 AR

2.2, fEREENFIEER

MC R AR Z R AR IL R RO R: PR UTE ) S B0 AL s SEREALRRAE 51 3 7 i 0355 ik
PSRRI s 245470 DR 2 (A FELBRR P 4 1 77 B S B “ PERRESE B 7 ) I 2 LIRS TR fG . fa 53U ],
FefilJE B AChR Hriitt — Db, e NIARIE I 2 4 RBEER IR S AT, TRRCBIERIA[12]-[14].
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23. sk &

AR5 A R 3 R AR a5, LB SELE D R MO HT 73 WL =28 ILEHfER(E 90%LL 1),
T B AR B BB S R IR R S BTSN G084k TERREE & (205 5%), DR RS G Bl i 57k
&5 R EE R i 2 . BESLAR /N RUEBBEE (UK R B EE s DURIRE TG R, HEMH I
PRFFAE,  BRIRER 25 2 R0 254 S M7 J& T BN 2 W 5 967 3 B e R 28 L[ 15]- 171

3. CE ST
3.1. HEERE

JLE HERENLTG /1 /8 % (Myasthenic Crisis, MC)FZ W7 75 & LA F % OdnitE: (1) fF&ERENLITE 71(MG)
(RS2 W7 (5 B A% B AR 0l S M LE IR R R B, I8 8 5 4 48 s I I 9 Bk AChR/MuSK i A #:
MSCHF); (2) SMEEOE SME R AR B IR S 3 (B K L 43 B 7~ PaO2 < 60 mmHg B¢ PaCO, > 50 mmHg); (3)
5 L AE S (BIPAP)BCA QUGB THERF A G5 (4) HERR A T SO 5 0 13 DA (Can BERE M 28 . ik
AR 55 ) o 2 A A SR R 450 22 JUL PR Y0P P e 0 PO S 2 75 45 6 WG PR 5 S 38 S LR R AT 25 A T 15
[18]-[20].

3.2. &R

HAEWLIE S 16 R (MO IVl 75 B A PR T BE . AERE T AE DS S A2 I =N D7 TH I G F R bR . PPN )
AE VAl B 5 PR 55 Il Dh RE /& (W1 JL#E FVC <20 mL/kg 5% MIP <—30 cm H,O &/~ PRI L), R30S
M(F-3 PaO, < 60 mmHg £ 3, B PaCO, > 50 mmHg) & Ax#E{L1F 7 (MG-ADL > 5 438t QMG > 11
55 ICU T-1): ZEHE D) BEII PP 75 SS7H B WA 22 45 (3 7 ] 7K 0 B 4 38 R R XU RS S ) 2% 8 %5 BE (CPF < 160
L/min 75508 100) S A 22 4505 A s (P 5 e & R HRBG A 5 AN 42) s S5 002 W 5 45 & e 2B (0 GBS 9t
GQI1b Fitfk. P71 SR MR A RE (A0 id 25 T ) DWI-MRI J ke B BRI LA <
2.5 mmol/L), VAHERRH A2 WL SAR SR R [16] [19].

4. HERE

FREALE /116 MO SEI6 = S B B TEsr & i . MR TR MR AIEYE . S A B A 35T
PEFUAAT I (AChR/MuSK/LRP4 ik, BUSMEREFESIERS) [21] [22] RAEAREPI(CRP/PCT LAEEIEGY) [23]
FARUH T A (FUIRBR TR FARAT . JULBEE) [15]; H Az BHAG i o ik 55 B A 48 A ) (RS, IR ATE 3~5 Hz %
MREEIR > 10%), FLF4EIAEEI(SFEMG, BHHE ) B Usv i s (0 T Tk E R CRE[24]s AR SV TR
FRE CT HE 23 M iR S () L 2 180 Ji 25 L AEAS i) Z240) [257, Skl MIRT U] FH - HE i 993 A2 e FL A7 1k AR
WURRER ) o F AR 75 P [F) B0 UE 4o 22 L PR 482 3k 3 22 R HEBR A [

5. RTTIHR
5.1. SMEATT

Ok 6 00 st 750 o 34 P B S ) LB EEDRE L TE /I (MG) I — 2R XHE 254, 383 AN A 306 100 1] 2 7 L sk
g, B BRETHAR L LA $2 L (Neuromuscular Junction, NMI)4b Z Bk AHER(ACh)IKR E 50~70%. HAENLT /116
LN 7 MR B (1~1.5 mg/kg/IR, HIRE 7 mg/kg) [26], X T FFMHBRAS B ) L D HRVE R EL
SEESA[12] [27]. A AMMREEG SR, T 7 B 25 3 K3 5 BT HE 5 (0.01 mg/kg)HE bt 5 BEHRE IR (10
SCREIRZE) (28] [29] TRAALAE R T R FH B R 2oak B SRS (BE 12 /NRHECR: 20%), [F22 I IREIR D RE(FVC
Wal > 15%3E T3 15 2840 J M 47 B (>2 mL/kg/h $Eom BEBAE TUiE) [30].
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5.2. BERIRMR

KFERE R B = A ) LB ERENLE 1 E R (MO 0 ia )T FB, 8 XEHLH Z e 1
SR @R 0] NF-xB 3l 56 /NP TL-61 TNF-a B 50% DL _E)FIAMA S (CSb-9 TR 72%) 58
PUPCEPT A s 7R WE I RS N B 41 THAE(4 A P9 AChR LRI E BEAIK 40~60%)IE K A 5. I
T R FARALIE R, A R tiA)T (10~30 mg/kg/day, K 1 g/day x 3~5 K)F HHR A HAR(1~2
mg/kg/day), Bk FHHLZE KR (0.3~0.5 mg/kg/day) LA VAR B AT o RIS A7 0 SR G XIS 87 B30 R e
BT, AR FD I =TI (1) 245 15% 85 HIL 48~72 /N AR EAL: (2) FAg B L%
HlFRAE(CRP < 50 mg/L + PCT < 2 ng/mL) B A HIAERE R (3) SR QS B s = HAx: &/l <7
mmol/L, BEHL < 10 mmol/L) & E 4 (5575 + 4E4: K D3 4E+F 25 (OH) D > 30 ng/mL) [31]. B¥ )ik
BRI K e s R E e, HRZEHAEKEERE LA EEL.

5.3. BBk REKERVIG)

ik S S e BR B T (IVIG)E M EE VUG 1 fa (MO E BRI £, 8 2 80 ShLfl (B iEhF e
Sk, SHEMABEE R Fo 2R PEER, NHEH T U T =888, (1) FAERE MRS
DEYTRRAEE ;s (2) MuSK HUARHTE MG 38 (FTREF MK B 38 AR 34)s (3) RIE(<S 2)Bifik A HE (<20
k) L. HARESR LTI RN 2 glkg 4r 2~5 REE, MEH 516 2 BB D Be A 42 v] ik F R 85121
g/kg x 1~2 K)o IVIG PAPGHE HFIPUAAAL R (24~72 /NI, & T 2R, TVIG 1697 1) S W i+
PR BB ThREARAY,  JUE T A7 AE b IR A B Al B I 098 11 UL [32]

5.4. $FEEYIEIR)

JLE ERENLG /16 R(MO) I G216 TT COENASUESE AR, =R HTVR AR 70 e Rt 32 D R A
fH: FIZH PP CD20 Foh)fEN B AfukEE 7], X MuSK-MG FIHEiRPE AChR-MG J7 AR H, 2022
SE3R FDA it T>6 2 )L, 7 R0 375 mgm? B x 4 REL 750 mg/m? (F: K 1000 mg) x 2 X
(1815% 2 J&). Eculizumab (FL C5 #MAHI il 7)) 38 ik BT #MA B S5 B AR 47 AChR 2544, & T AChR $ifk
BH VA VR 91 o 1% LS8 [ ¥ T TR AR oA 70 AR AR, FF 7 b VP Al I G IRV K 9% FH 8 o LB [33] [34]-

5.5. KHARE BT AT

T CEMIILE MC B8, REMEREMEaT £ SR8 . BTl K £ ZRH =F
RGBT T 5 HElVATT 4 RIS (AZA, 1~3 mg/kg/day), 75 TRSGA I TPMT B P DLHLEEE 64 H) X
W, HEGEMZEG~12 MH), (H58 BRI AT W20 58 FH & [18] [35]: HEyIREE(MMEF, 600
mg/m? bid) il B AR AL FOH B (2~3 AN A )RR T 2, BONKIRZERRA T 10— &RIEHE(36]: X T Lk
ZEW TR ME VA PR ], T 3% P A 58 3R] (0.1~0.2 mg/kg/day), AETE R W I 245 9 B (5~10 ng/mL) LA
BiiE #EE[37]. X MuSK HUiRRHIEE R B & R A E L, S A 2 B TS AR R LR AL
TG [38]. ¥6IT A FE TR 0 2 WVl e ThRe . 290 RN SR B0 B, SRR 73 2 T AR AR
HEEEE, AT fe R B AR 8 R 52 R XU I DR e ) LA AR 7 o i

6. EHMIRTTIHR
6.1. M3 E #(Plasma Exchange, PLEX)

VERNEEIE RGN B S Uik 1 e R i, PLEX 7E)LE MC 7 A A BRMIEH . Bl
I ARR ] =F0 75 28 ARiEDT SRR E L 1~1.5 e, B H T, 3% 5~7 YO K2 Bt L[39];
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EFAHEARE JLE (<15 kg) ] KRR AE R R 7 R(30~50 mL/kg/R); S8 BENHEEHE 51 ST 20004 5 k%
P DA B AR [40] o JEAERBIARDE D B3 - Pt 30 PLEX [R5 45 A0 (14 L3 30 71 224 v o /MR LR
OUHAZZY) DRI IE[41], THEA O 0 BRI SO N 28 12%55 28 3% [42]. I B e n] H/ N f
B BRBURPLA, JCIHIE R T-HT MuSK H i B PEER 2P HETm 51, L F5 7™ A 428 ) 5 460 o T3 MK 495 I
HWEGIAIE S 2K B e 5 TVIG Pudshlmts, O 2 MERGERGYT, R FRETUARE. B3
o3 B R Ay FE (0 J B s R ) TR B 7 ZE, JRIB I QMG VS Ui FE K I Th e Bh A T R

6.2. FEFMIImmunoadsorption, IA)

GBI AA AR B —ARPURTERRT %, BUE SR B H(PLEX) A B 0H . HAZ M E Ak
BUE=ANJ5TH: Hoe, LM, A TR AR, WIREE G 1 f A O E G (Wt 2 . HIV)Aid i
Pz, JEHE A MARs AR E R L. WRTER: JRITHTIRE [gA ShZAE, XA S el Hips
PO S, I I /N 2 4 2 1 TR 43

6.3. BIRRYIREAR

S ERIIAT ) LE BB WO ER <3%), BBRVISRARAERFE )LE MG B3 5 B A HER ST
. HLUIHHE SR RS =R 00 (1) B2 BEE(EATE); (2) AChR JUERPEA S MG (212 ¥)H
PRI (3) REKENEIERMO)WIAERER . T ARHUBERAE MC IIiKZMF G 3~6 1
s COAUEE ST AR KUz [44]-[46]

7. BRI ST HF

EX)LE MC BEMWPIE R, TEIET AR E R AT TR 0T B ThRE A
4 HEPIEE R B L, %008 S (Non-Invasive Ventilation, NIV)HF ] BiPAP #, 415 H#HE S NIV
SR, i kR LAE B IR RS I, 7 SRV AN G UGB . X TR, A IF ARDS BT iE
FH v AR 5 388 S AV B BCR 4 S A U B S OB S B R AT A A f R BRI, i B U E S
i 14 R @RI RE VI LA E e R . 75 4 B o B LRI “WL) - W IR
B AR LIRS, AT 75 CE ML RS 48 /NIt W P T 8 4 TE @ S S FF([47] [48]6
8. HLEERE

JRYLAELEE MC (s A5 B b B U ARG s B2 S RORAE I R BRI (A I E [ 40%), &
G AR T IR e B WA IR R o FETRRGJ7 10, T SEM =R R &R 1) P 8520l B PR ia 7 (K
Jera > 20 mg/day FFEE 4 J8) 1 LR VA F 5 05 818 B (3~5 mg/kg/day, BJE 3 )T it 1 1 i
%5 2) IVIG 16T 5 6 N H AP AE S5 b P s 9% o (O RRIR AL, ZKIERE ), DRI T B 51 R P2 B AH DG Ik s
3) P TAUGE R IL, R A RTEE R T REREEEML. TR GI5E), BRI S
K (VAP) XU .

WBIT I, VIR - BEIG R G RIR N RS 38T, 48~72 /NI N T BRI, A% b B s
PEE R 2 L B FRI[23] [49] [50].

9. BEFIHF

fEJLE MC BUEINGITH, IR N O R L B BT o BT IR L AR PR S
AN TR B P AR i, A S =B TR T IR R B RAE B 24 /N R B R W E IR SCRE,
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it B H /22 R AR H AR R 90~100 keal/kg/day 2 85 i 3~4 g/kg/day, 1% 77 % 0] 5 2 B LIA
FUE AR HUCR FIUATGE LA IR T RE 0 S0 (VESS) R 3 NI ER U R ISk, 4288 “H IR0 — Rk — [
W7 TR, B 1421 RAMRE RES OWREIE, FIFESIREER D @R MEKT > 30
ng/mL) A F|(TCER Y 50~75 mg/kg/day) FIHE R AM 78, ATWEEAR O E BTBRAA RS 1% ImPRHAT I TR e
A W AT A AR 1 (> 15 mg/dL) R (RIS 508 74805, B id FEMRIRIE K CO MR [51] [52].

10. Fifg

JLE ERENUE /1 fE A R TUS R 2B 45 MuSK Juik it Jah it LS B IR G i6 7 s 1 R AT
U R 2 U o5 B kG R A R85 PLEX 8K IVIG V77, DA RE. REIIGT FROZE
BTG, (HfE R R BANIE 20~30% (5 FE), Hoo MuSK Huik BH 8 LS & AR B 7, 7 i i il /0
T PE G B TT[53] [54]0 KA )L E IS MYE IR 7 o] B & [l VA IR 8 AR ig A 2% 50, o™ B L o 2
PEo SR, K P G 328 00 161) 50 C i 2 SR ) P R AR KOR B P2 ARV AR ), 3043 58 ) Lol B HE B & v 4
KiRgE, UG AR E HREYT, PGB I b R [55].

11. BEiH

TE)LEFRENIL (MG K EE R, RGLIIE R M 2 ¢ B 2. I PRVEAh 75 5 3~6 A H & Wik
17, E SRR S G EIE , UASh S TRERIT 5. DUAIS I ExHe Wi s 3, (HHE
S E B ORI A PR, D RR 45 A IR R AR 25 6 W, i AR SR Al AR K 48 SR 9T . LA,
BT IPIRULTC J) PT RE 2 I R, @SR T I D Re A 5, AR IR DUE S IhAESZ B, @ittt
i

12. RFKRE

FEFAENUTE AT LT O, REHERR 5. B ATV M BOR S8 IR HESh )L 38 585 B S 2 Tl T2
R 2205 T, SRV AR SV R IS RO, TR I A R Re LA i T ek, B RiA TR, Ab
PRI R & RNEE G e 2 LB MR I MG, T CAR-T SRS 7 2 7E I R AT 0 78 b R 3L % A& Ge iy e
ORI T -

13. &5ig

JLEHERENI /IG5 — Ml fa LA ar M e SUE, 7 B2 ARV UME S B, D4R, BEE
XFBIF AL R RN FNAIT RSN, JLE MC TS 3568 . QG T RIom R 50 e 5
IO B BRI TVIG B PLEX) MG S WP IR SCRF s KMV B RGP S el 1 BT R S AR o ARORATT
FEMEU TR LE RS IR ST SRS, AL RIS fE RN, i 45 A N B 16T T B AR AR
FORAYTVE, KZHULE MC B8 TR RIFKILE R .
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