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Bt . g S R kT Jie Zhou (JE|4#). Paul D. Allen, Tsaac N. Pessah {1 Mohamed Naguib
TERIRA P ER TTE, 1R TAE A AT REE T 360,

E Iﬁ\

s NHEAREUAREUASERNEY, KRBEERDTRPEEHE )
REZEMAMBERMLEKXNFEMGNGRE—NPKR, W5 H M L
AT HEFRARENEZEER (BRF 56, 57 F),

s —HEFHEAABARWERETRET 2 - BF %44 (Guillain-Barré
syndrome, GBS) 5|#® B EW AT F A, K& EH X T IRE 44 A3l
REDAHAFR ARG LM, F5b, BAEHEHER, RRH
R A3 A,

s EEEHXKMHY, FHERRACHERTEMAN LH, AidtdEE
AALALAA 2 (neuromuscular blocking drugs, NMBDs) R, xt &AL
M gURM A, BinFETFHRHRE (F0F 34 %),

* XTEEMES (myasthenia gravis, MG) By B &, WRFENAF £
BT, LAEMHFENAES e, XEEE T EXRMAM
MAREFR. EEMGEHFUE, HENRERFEESH N (BN
#53%F),

= Lambert-Eaton fil T /7 % &4 (Lambert-Eaton myasthenic syndrome, LEMS)
REHANAREENHRBARE HEANCENERBENZ, #A |
2 P 3 Sk AL LB B O D . b E AR AR A R AR AL AR 2 B R |
Bhw, xR R A S R

o HHRETSHLAMENE (multiple sclerosis, MS) # B4 K5
B R, BEMARKKERRACRIELATHELES,

s MTHFAMUMEBTLFENRNE, FTEHFAMNELELEHHEMN
% # 1\, #£ (amyotrophic lateral sclerosis, ALS), Duchenne fJl. & # 1 B
(Duchenne’s muscular dystrophy, DMD) #1 Becker ALE 7 4 B (Becker’s
muscular dystrophy, BMD) & &%, N# 4 #F A EHGEER (ZLF
34, 43 %),

* DMD £H ¥4 HACAREAHTHRAETHE, LEXEFFREBAY
BB AIE, MEEABAY, RELBLEHMRE, BERNKE,

o ALEAEMEFHRTE (myotonic dystrophy, DM) BHEHEAL A HE., KH
REFARMAP RIS ARBEALRES, SEHAMBHIE (B L
F43%), RERIABNR B FEZEKGTaM, hEEH QN |

143



m FREFETE

£ = (8)

REWHERRACEESRY.

NBRERCNFE,

s HHEAKHBFEENES, NFATFFMERABEMALNTELE,
FARNA., Anw, REFMHEHEHTEEE.

s WMEAiE{EXRY, BEA T M E M MESE (hyperkalemic periodic paralysis,
HyperPP) ) & # % & 4 % ¥ % # (malignant hyperthermia, MH), # |
HEHHEE, BFEROAAKOBES TXRLELEHEE (BNE 3 |

).

s AEKEEMEAREEZERFN —HHERXE, ﬁﬁﬁ%T%ﬁT%
41 4k DNA (mitochondrial DNA, mtDNA) 3% # # DNA (nuclear DNA
nDNA) FiRBHEHR A BT RE., R, REFHARCEAERET
HEUE#RBHAR, XTUAFBRNEFHEREAMBXES, 4 |

BERBMEUZEAHKMBT .

JRAETE HH BB R A B F) A 2, M2LA
PRI LU, ELIHR R R R S 0 4 L2
—HRERIES . XL B K TEIRRIFR R G %
R, HINT EARBOARE AR AR I ) K
K. DZIKNEE B REIER, SiE™Er e
MIAEFAFE AR R, B 255 AT S0 R
5 I B S FEALAR IR B KU . AT T A
SHARGZRNEO, WREEZGY R 25 i) L TR
WA BE R RERERIGE .

A BRI — L A R DL B 22 UL 1A B DA 2 RR
BE25 Pt FE 7 A i S, R o 1 R 3 o A L
ZRTEARL A, T X 2B 5P 4 (malignant
hyperthermia, MH) A%, FRATHFSTENR 43 FrpbfTit
Wo FRXPRMRETET LR AT AR AR AR

| B MRS HR IR

o] B R 22 B 45 455 7T DA |12 2l Ty B Dol 553 AR T
AES N, [T LA 22 5K R A s . B 27
WRET—XWEZIESERFTERN . RE.
JRER BRI, B R AR A LAY R TR A
R TIERE PRIE P EZIENE, RIABFEM
FHEHRA ., F LA B IE #2808 by S FiC X I EL 47 4
PrEER I ", SRR R A R ST R
TIREWE SRR Sk, MO EM—EAIHIE M
FURBR D) REBARANBE IR, 1 22 4% SAQ AL FL PRI 45
R AT AR B S WIS . AERRIA PR A
TS Z AL R 5 SRR, R I
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1 FEL A 390 AL L o 2 2 ), SRR B Y. R TR
RACHI S O LREIIL D R R, LD TR e WA 4R 0 el 53
FEERS A DLRAF R AR 2 A IR) FL & ) B3 S
XA B3RV 2 16 sh i B 1454, B DATE Bl R
M FERAIARYES R Y. Rifi, EMEEFRH
) {5 F Bt ORAP FLAR G & 3, ARt w] R A
EIMER . B S BRSNS G R, 12
AREREZEEN Y, BiE, Bt 40% GHH R
H F) B B 9 7 4 e PRAE R SOV AR PR R R i 2
7R O PR 2 7 AL V£ R 6] A W PR R
e AN % A 7E T JBORI R B A8 R M X PRI 2 e
M, WREENK. BEMBERRLER A EMEH
AFIRERS T B, KB, B ™ EAm AR K
JULRIL 7 0555 g AN SR PR 2028, X SERE AR VT LATE JL A
sULH M. B PR UL 22 45 5 Bruns- Garland %5
AAE (WARIESRIMM: 2 A 2072 ) 255 —Fh A
MR, RICAFE. B, KA &
MR FRER M RN T . RE RIEyT &R
THREFERERG], (HERIVI%E EEBESITE.
B TR E B ) B EAURGE S 18] ENR 515 18
RGMWRIE, HKRERMEHREMERHRE, 7T GET
AR AR UL DR 12 W, F HtkRh
15 5L & R W URGE TR, EREELE
ICU iRy fa].,

B 2L OFEHEEUIZES (Charcot-Marie-
Tooth disease, CMT) #li# f& ¥ i 5 &% ¥ i 8 45
(hereditary neuropathy with liability to pressure palsies,
HNPP), 4 2500 ™ AH K% | AE CMT, CMT 2



FR2F WMENARKRNEMBEEEERR

B WA R 2R 7Y, fEAR EEARR—Fhg
— BB, T AR R T B S R e AR T L
i —ZFg T, RAEARIE AT LSRG R
fiE, &4 b4k T MR, BREMERER " M
RAFHTE 30 ZFEHEFAE, X 30 SRR W &
Al S EBR Y 40 ZAFERALA T, DR A
IR R E R AR RS, B X REadm
WA AR, R IR G EE, K2
AR T, T A0 P Rk S AR 5 R I A
BElE, R=402—REMEHIERRE S B %
WIRERER B ™", ATEE A M A e T AR Y
ISE R R e £ (A BB AR 2 CMTL FFAE, B2
HLEI AR, CMTI ek WAL K2 CMTIA TR,
K2y ki CMT1 61 75% 7, TES ik 17p112 4 1.4
JEBEEE A9 52 ) AT % & CMTIA™ ", CMT 8 2 iy gAY
R A it et s LIS ) MR S S s sl k. —
B 8 3t T DA IR T2 1 DX A i 1k
%K. i (RSS2 SR | A RS O™ A
MERBERR, MAEAEREE S ERE UUER).
R FERAT BTG ARE W, 27620 ZA
JG&HM. REEHATW A, E2 AT R M
Bk, CMT fEZ i, {L3E Dejerine-Sottas #fi 4
e R AT AR, ERUMEAERARZAE
L%, AR .

5 CMT #[5], HNPP j&—Fh 2818 3t Jg& i1 # 289,
H TR R AR AR S R, X s B/ BT A
518 A Ja i 27 ", HNPP 24675 75 1 &0,
RICHRA, WITETT. HEOURERE ., WAL S AR AL &
YRR, — TS SIPFRY, TEB IR
ARt AT, &SRS, RS
WE—B, —SBE W MAERM M E TR,
AV BE KA SR T 2 7L 5 58 R,

IRBEEER

X R B E R, TR 2
S 22 DA 5 R Bt — 22 TR B A8 A 2 — Tk
B2 R W R PR A 2 2, MR 5 R
HY ML Sh A BB R . & H A BRI B 4 AL
B, o R B A AR A AP A 4 ) XL
(S

BHFA CMT B 5 R IE TR K677 858
FALA B R B, L4 R BREIIE  E Ie FEC A 0
RERR "™, X CMT BHREEHOTRAR, £
AN FHRERNGER TR, FEX CMT & JEATRRRERS

HEXERS KA TXERGENHREA Y, CMT &
FHEARYERXESGHIL SR EIER . MH K5
SRR G B A A WP ST RF Y I R 8, 4R 7R SR
BRI 22 SRR N, (B CMIT 2825 {1 W e
R oA I RAER I ", SR, A B AL
LA E CMT BEAER K HGE ", BT DAL e G
JHBEZ5%y, A AE B AR 10 A1 BE N CMIT SEAR 1K) 25
PICLFE R e R A Rk e 22 R

CMT 35 X U 245 F) S 1 SCRR AR B S8 A7 A 4 1L
Pogson % {238 1 % 58 2 % 4k P 150 6 o SUs M 6 A 1,
SR T ] 2 R S 4 P — LI (ELR I 2L Y
FELP AE 4 A 00 "™, R A A RS o th BILAE D B o,
JIr AR 22 LAY LA M0 R A TR0 A R e, RV
BEHABEAR G C 2 IR T IR, (B I E]
HMAERI R, PR R R R iR E A ™
458 CMT B 68 Lo s 3 MHS™, 324k
1k, B2 AR TORRI 77 6] CMT 35 R
R WA SER I ™, O YRR CMT fil MH &
AR, WAL R Tk se o 2 AT ™,

XSRS — ELW T CMT 3%, 30A IR R W
FAXIRIERE B, RifT, hFHOMERS
AR, L EE — AR IR, A5 TR
o 222 FELAY TT AW AR 22T B RE 4 SRS, T I 18
SERGE A R B P F BB AN T s
BFEATCRE, K A ZRER N E A4 ™, e
RREFRTIPAS AR 2 R W LR JE s R ™,

5 CMT % —FE, HNPP HBH T EARINEE XL
FAZHY SN R AR L5 DA SR I, by T SRR
DX L A8 35 W Bl T B SR T PR IRRRL. AR
244 ] SCHRATE - AR % DX 38 PR P BRI 7 X L8 28
FHARRA Y R RIS R Y F AR AL
HNPP 8E A Frp i, E2 Ed i (AL A 5820 i i
T AT 28 A B A ) XU

SE-BEESERNRMERIEN
FREsE M2 R ER

2 - B 4 A F (Guillain-Barré syndrome,
GBS) 53 1 9 A P e i 9 1 2 A R 224 (acute
inflammatory demyelinating polyradiculopathy, AIDP)
S Fh SR R R R A 2, ey B G
SRR P K, R AN 3L 1R A 58 8 B R B R
1 RIRIRY EATRERRST, DARERRMEILIC 1k
Ferl, RAETENURC, TES. PRRRAEERERINLA, #E
BEMATERMER e MR EAR —, REBEXRHN
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E] REEE

JoFEHE TR WRIVURRIE S S I,  JeHR i VUi I
01 s B R ARG AR i AT LG ) S
U 5E A RRA, AT R IR R 2R IR AR 2
U 1) A 25 DR S58F A 5 R P TSR L TG g, L T
MRS Y, AT B SRR RE RS, T R IR
A BANALORRE KA, WA REKIEA LB
TR UK

W B R AR, H AN ST 2k Rk
PENLIC AT, WA 50 T e s 2 0 346 0 i 40 . 6 A A
(FEEg s e) faEmeamis ™, D E A
LR AR IERN, HRERKH 1 ~2
AL PSR R . A T BRI AN F Bk
HEK.

BRI IR E I 3R, WFIR SRR B 1R,
SRR 5% H 2 1 7SO0 3 ¥ 46 T DASE g o i
&, ERXFAAEMLah F2E AR g . FEME A - ph
) B ZEELANTE B A B R AR R Y, IR
380 5 A7 I S P S5 R 5K 1) 9 A IR B8 3 17 A S0k
PE A 022 T il 25 AL S I %R FH I Ik T 54 e Bk
HE Y75 (intravenous immunoglobulin, IVIG),

IEABEEER

GBS % 5 & - Wit 2 RRSA B EH AR R
AL, CERHRA XS, L, TERREFE SRR %
RIBUHCE: B 48 BUE R FE 5 BT, O MR
RS, BREEE S BRI A & S BRI, A
B, WEBEE A SR RS s RS ML, R ML)
VESIENWNE 235X R EIE IR BRI I VAT AL J RN
R M TR 2 O, P A LA F1 2 2
WRELR, RO%R B B R s S i, XL
R AT RE S BURTIUAS 25 0 506 B, ek BRE A
TR 75 2 ) e BLLAE "' Py T 72 ZE LS PEL 2E 4 1y
PR, AEE AL 25 ek S (] . X 28 R X R
ZAACNUA 2 SR A—, SRGTAN RS A i,
A, BISR A F AR AR A LA 24 5% 6 F A 2 s AS™
M 2L % IR Y, SRR X Ik
SRR, (B R T A 2R A HRGE BT LARE A

W,

Iﬁé%%%ﬁﬁﬂ%ﬁﬂﬁi

BEAR

Bolton Fifth iy [a] F54E 1987 4EHiE TIRERE L K
M 229 (critical illness polyneuropathy, CIP), A

1146

T CERRR DAY T2 1038 B RSS2 4 e AR AR R A
fiE, B A R R JUL AT DU i 2w e L 4 Y R
A CIP (1) A A SR MER 5, (FLIT A S0 o 28 28
G HUE WL (critical illness myopathy, CIM)
#of, A8 ICU SR 5 5 DALY R85 LU B 3t 509%™,
CIM B # T sz R ER™ &, mim LN 2
FREERmIME ; B EMEREARZER, MR
BHRFEIER . 7E CIP B3 R LB & LA 2 3k
i, WURLEFIR 21 SAG A 45 R R 2 R A o —
B}, BRI BN ERAIRIGPRAL, & 5HE
W%, MENRRME K IER, Mk, f£CIM EH
h, BOEEHERALE R R IEFEW, HEEANK
HVERA R, DRSS R R —2, miEil
R KT R, TR IRIGTT, TESE IR
W R SRR TR . BURZY . RS2 R G I B 2N
Bl A1, A s il v IR RE S (8 CIP 14 % 2k 3R
ik 449%™,

REEEF T

X 4 FE (1 DR S T R S TR L A R A e 2R
(WHTSC) —FE, ISR A RZFE, FFAE R
ZoRMERR 28, 2 BB A 2 0T 2 K B AR BSF (8] W] (o 1
AR 2 TR RE BBZ (A AR RIS N, 12 A T DA A
JE LA ZG O BURYE ™, Bob, MR 2
(BEFABEARGR) AOURYERSIN, I BEFIBEARm, 4
BT AN TSN A KU K

| =Ene s

HAEALIC /7 (myasthenia gravis, MG) & FH1
1A K 470 40 Bl 2B 2 Fk IE B 37 4&C (nicotinic acetylcholine
receptors, nAChRs) fij 5 %€ fil 5 iz 19 H 5 9% 1)
AEZE AL, 4F &4 %2 1/500 000 F| 1/200 000 A%, 7F
5% [E & 100 000 65l th 2947 0.5 ~ 142 5], % WLT 20 ~
30 % YL PEAT 60 ~ 80 B i Bk, XHHUULA AL 2 AH
B2 A o- WEER EH B PUARRIR T #0222 kAL i)
CHEERRBAZ K, SEMSIRELESRE, Rl
TR TT . XEhUA AR E B aEAEE, H
RRMRER RS ESE —E X R (5B MG &
80%, HREGH! MG (4 30% ~ 50%) , BTN FE R PERK
FFRIE (muscle-specific tyrosine kinase, MuSK) [}
HEHAS AE 45t (human leukocyte antigen,
HLA) -B8 fl DRW3 fiiJifi —i& X R, FEHFETH
MG YRR Y H R 22 S R B R L 5



F 425 #MINAEFNEDEEEER E

ZF, ZRRFTRESEERSMNIURITE ULIC /) 80 FE A
WA RES A, FFIRAN A O MR PR 2 3 B, 53K
TEH I RESZ R, BIEE TR WY Ok
AP RIS, MG 8B 8L D 7E B RN,
KRB, W R BERR AT CASN S BE R ARSI, 3X
S FE A AR IO, LB, OIS S
Takotsubo L VA Bz i B /U 32 11 1L 382 20 XK i 22 Ja%
M IRETUHE T, MG W5 i ph 2 AR A AR S
WA 2 W, HR IR B LB AR SR Wi e L
T BEHNE, RIKIEEAR, HICH IR 1 ~
2mg XK BG40 T 8mg, MBS S, 2
J& 1~ Smin JFAEARESE AT ST, L3RG AL 45 i
OB A ik (FFET 95% &), BgUil.
MuSK (FF7ET 65% LBEHHBRZ A BITER B ) . AL
PR AR Bk RO N, Fh2 A Sk LR RS
AR S ™, TRYT HE L 5 A 7 R IR S
IR LB A R I A B S S
29 () A0S P A AN A R AT Y, (ER K
P [ AR o A S o 3 % B 6 R (IR I R B2 1A 47
fRr R, BIRMEEAEK, (BAEIRTT BT RE B
ERINE, IVIG 3R EHGEAGRE, ol T/ Er)
HERE, OIEARTRE AT EAE MG B3, VIBRFaRIE
*EIMEEILIE DA 2d, xR B S stk
MG JRIFAEAE R B WIIESE 7,

PEBEEER

FEO BAEE AR R AR TR LT, AR
Al MG B F R AR SGE 0L, 145 % W HE 5 fE
F1 AR AN AP R AR @ . B35 RIX 2L A AR
JERERTTRESINEE, A5 WFIRBL SRRt I EE <, #7 A8
FAFAE TGO - B 6 4F DA LR sl . ARATFIR )
AR 22 Bl A R AP AE BRI S0 1% WP A £k D 79
il 750mg, A ET S RN T 290, MRS K AL
T J1 & SR B0 IR 75 WAL SRR YT B0 T REME 23
i, FEE TSR - RuitBESEAER, FULE
NfES RS, AREILTE 2 BEARTEZ (AL oK Pt
100nmol/L, A+ it ifil i 1000ml, Hf2/RANE 5 %
FENIE NS ™, R AEBERS  R SE 30 ELAR A e i
TGP R D BT R TR TR 254 bR
DAL SRREE Y P AR EAE R, {22 DR RS m]
RESIMHI AR ERACHUL 258 E R, E K BEFmEARm
FB2, 2 S0P B I 4 25 R DR B R 25 ) 2L &
ARH, BRUNH BRI EHEIER ™,
T REYE ZBERERSZ 1A% H Wb & B0 3R B AR LR

ZEURMER N T, KB E LA T 2 LA 4 %
M, (B BRI Y 2% A R B X s 3 AT R
e A 2 UL DAY PELA SR ISE , A S0 xR L FUTL S 7 B i)
MERE. Heh, mTILE NSRS, A
A (=) BEAT M I AS B AR At JUL P 7R F) 5 o PEL
K-, JURA 24 4 68 FH 700 52 B R A AE AW, pil
R 0.1 ] 0.2 £ ED9S /)Nl i 39 L 3 38 5 78 2%
R B, BT IR CBAHRSZ AR B,
BRFAMEAE T Z A L IEH B E mK (ED9S 24k MG &
FHi 2.6 45) *, WATNIC S 2L AR R IEAR B AR
BB, SRR B AR SREIRA
JFREEZS C 2N MG B, RIS AR
5, EARTENWAZIRNE I FIFRATR A SMEFAR ',
— EL{H I 5 5 BT B RR IR 25 A0 ] 3625, R L
BN RO, 2R R A DXIRR A, ™% e AL Py 2
REFLE T OLR SR, FUOARRI R AR A2y 2 g
PERHBRERAR R, X MG 835 R FUIRBLER G T AT
DAHE R R 2 Jo ORI 25 1 25780, A A B I i), B SR TR
2R RS E7E MG (B3 BN, R ILIE 1 E
5 HES RIS 4 24 TR S R R 2 R L2 1,

| Lambert-Eaton VENGSIE

Lambert-Eaton fll 7& /7 %Zf {5 fF (Lambert-Eaton
myasthenic syndrome, LEMS) J& T H B2
B S 5maE, i CBEARBRE AT 5 [, fEtR
HWRREF MR VNIRRT 50% ~ 60%
BLCAEAR ), (Bt AT AEF IR o K Y, i 80% fh R
HHIEA K, HIULIG I ARER Z AR 2 W R
I RAE R B RIS o, REFE LB
1. EFEERFERALIE S, HAF B NLIE R
HWARFFAE, A1 MG B E A, LEMS 8¥#% — 7R
RAEREE, A REEHEE, NG RER A D i
WG M, BEREEMEINESN 2 FEEERME, 85
AEA% (UL A 2 R Bl 5 28 fl i 1 3R R A S 42 C Bk AR
B RS INA X, B F 4T R ZE ELA B REAER
L4 O F R AR S W RS . LEMS W3 Py BEAG 215
Wr, R TR, R R B B
S DA K E IR EEEL. LR R SRR I
WA A s EHAL (compound muscle action potential,
CMAP) )i iRAS /NRIPRGE B 28] 3 (20 ~ S0Hz) f5
CMAP B R W, (HEEMAEHE (1 ~5Hz) J5
CMAP i Bl 2 % ', xt P/Q &Y vt i ] 42 45 3 i
BB PR RS R R R, H B AE 85% ~ 90% Y
LEMS RS 3] ),
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lEI HEEE

JREL 0 0 o) ) S B A 5 5 e X 4 R IR
{HAE—EFE B BT ABGE LT A 0 F ik, % T
A LEMS AR 8, e (403, 4- 2Bt
WE) JR—ZRIRIT M, SR E AT aE R
ALAEIR, ELRIVERIB/N ', BRI R ih)T . I
BN R AT TR IR T e G

I RBEEES

Al MG 3% —Ff, WZIAE A LEMS (BE AR
IV % 985 AT SE O ALARIE “C IR [ 8y IR % 2 A AT
FARACTIURA 245 (PSRRI I, 100 X 7 Ll P i 24 )
JERPERRAR. B SR REZEEL T AE SR B I
TSR AT BRI 5 2 F) o PR SO, ) e e
LA f B D R+ 2> B2, I ELxh b2 R 2 kil g 4>
JICH RO AN, R LA BRI 58 LS 5 ALt R %
ST 1, X A R I £ S8 SR PO B R 2
PIREPONAR AT RETCR, A5 ) I 1 R U I i A ik
R SR TS SRR R i S8
#™, {5 MG B —F, HIBHMMILL RN
W FEIB A AT AEYE, Xt LEMS f 55 A R R 4

| BRI

% K ALSE (multiple sclerosis, MS) & £ ##
28 KB J2 R B P B SO 4 R AR J A 1 — o
RS, EROA R R A SR, T AN
ML P 240 L X6 58 A A D AR R N, K e AR S,
PP 2 0 AR U4 L2 200 I A R i 00 R S ML SR AR, A
AR RGN, R i e SR B RO R,
L PR AR BRI )t 5 18 4% ) M RS R R A K. %
PR EER AT 10 ~ 60 B 4o, o 20 ~ 40 2 4ok
E k. E2HCEFEWERERSR S, B
R R, AR AT MS Gl ik
10% () B E W BIE M 2 T RE %A . BESAE Al b
Z ARG MEALFE RO SAER B VIA K, AERGE
FFEMERTEL (A, SO, ALEFUIERD) | AR
B 5 7 DA SAR Sk th S fil AR AR (Lhermitte £iE) , i ff
I RERERT . SRP R BRI ) R R AN
Wo FEBRT G, WARIBLZE N A AL TG
T OLE LG b, MR R IS T 4 e 2 T AR
VOB RRE,  FRIU A AR S A (A A A AL AR R R
hiE, PR, PRI RERS ] AES G RACAIMLAE, MS
WAEE S A AN REZEEL, Bk, IEIEEE ThE
PRI 5250 LA KR DL A2 S 28 245 40) S
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FIZL TN, E T MS 915 BRI AR R S5 56 %
Kitr, fFE45E CSF JUki st d (it
PRARAI ARl 22 RGEBER ), — IR B — R PSR
I PRARSEAERAS S ASCRFS W, 17 B A BSEAR HL
A CSF %y Bk 1 G (immunoglobulin G, 1gG)
HEHIAN 2 S PERE SR B S R B 55 7, &
P A B T 366 R 2 b e i O X, A B B
JREE, HAEHE NG AR (E N AR & 2 RER S i) B 1A
Ko WIHES K G A MS B E tp TR pla 5L
FEEARhER (BLOTRESIME R A K) B
1BIT o EFXHEPEREIR B R 7 7 VA 48 B RO ACR R
RPN . DU B 28 R TR T RE
RE TGS TR 2E . et 5- Bk
TR UM 4 7] (selective serotonin reuptake inhibitors,
SSRIs) sl HABHTIMHBZ 16T 7 1% IR B R

VRBEEFR

MS F8 X S (A F IV AR 17 Bl 6 e, 7
ARWIAT AT REMAER N, RIS, 3 K 48 (6 35
AR 7 SO B A R ) B ), TR R ] b BRI 4k
ARSI AFAERE AR N A DR AR T oo e A
AR A AL, T RE SR T B b 24 S e 4z
WRTEC, BB, AR R AR, R
WA, B A, RRERHA T B i
RSN 12 (BIANET ARG ) B4t — R
T, ARBTG5 36 77 10 AR A R
WA S FARYTT . 5 0 SCHREE G AT A Ik i 7 1)
ol b A S RO 2y, EF 2 R BT R, X T
XEEHRF, EHRPEA S FEORTINE, HETHH
BRI, AT MS H Rkl G b AR UL 25, 631
UNBEIATEARGR, PR A 25 28 ST s R PR L T
SEOVLA AL N RIS TR, 75 A v A I A Lo
Ko WHAEEARACNIRS 2R %40, (kT X enl
FEAENLIC T 0 88 AR ZAR AU 25 U 0, e
TEMEELC, J35MA MS BF TR 2 BAL AL 2519
i, SRR A AR AR LA 25 SN, 5
M 5K 4 ot 4 S o 4 2 SR JRR 245 9 o 22 R
SR, RS Ao PR K A SR ) R R 24 B S T
MS @# 7 A, AEEREE S S EMS BE AR
PRI, PR Ay 8 T R AR L o e, R
AR R EEN, 2R, REREHEHR
PR T ARFAER, T ARIEBA BRI AAE.
T P AR BILIE A7 . RS R R L3 1
KRR I R AR 5 ML AP I )45 T PR SRR T



F42F8 WMINARKRNEMBEEERR

| =g mERE LA

WZEGEPEM % AEbAE  (Amyotrophic lateral sclerosis,
ALS) R—FMiREH ERiEshth & ook, fpEA A EnT
i a- BEMATC, BT Zh A A R A, It
KEHEZAEEHBENT . MAHES (FRER),
BEAR IR THE, Wl R A R, W
WX, &FEHANR R, HERMENIC T 2530k
TR BIET., ALS BFHEF AL HmRE6E, 1
2 > Re T ARA RN RE A KK/ MBI RE

ALS ) % 5 % K 248 100 000 5l b A5 2 i), %
K IXHF 100 000 Gl 4 ~ 6 fil, ZAE 50 ~ 75 % Ko,
BHZTat. KEEWROI R, BRI
M AERE, HR S BELY B LR (superoxide
dismutase, SOD) %2748 A X, SOD j& — ff & % (1Y)
PUEALR, HREA S8 A B R HRRER, BRA
P S Y R T e e ds . K 2B EEE S
C9ORF72 (£ 9p21). TDP43, FUS fl VCP KA 57547
Ko AlET LR, 2 HL AR BRRIRE 2 R GRS A
Ul MERGAKEER FBR PR R,
FERZ B T LA B LS AR 0 A R E R =2 22, 5 Ml A S
Tihe. S MEAALA. H i oA SO0 R R R,
HEERBOHEIRYT . IS —Fhar 2 BRI,
A AR HEE K B F 1 i Y, WERER
BUPF. B AT A SRR ARG HLAGE <.

IRBERER

ALS FEF T B HERRZY f WF A ) £ S ek
HEREZ 2 A H IR ILTC ) 5 208 5 B
KAE., XL DT M A TTHER B E 2 T fE
FiL, 5 RAERCHERILERE M O3 ™, [
ARWVE BRI R G E R, W T A SRR ENAR
Sy 5 A AR ALAE , [ %8k S 6 F BRFAMEAR . JE 2k
ALK 25 7T RESE R ASR AL P 2L P PR, B e
PR 25t R SMEE ", 4 BRI T 25 R
SRR, M PH AR A AT AR SR AR N, & 5
PR AL 5 s &/ L 2 15020 L 3k 2 A8 ELR L
B AAE

| Duchenne NEFFREE

T AE S A% BRI B4 JUIL P 40 0 5 A et i A LA
T WL RERERT , X LB E B2 — A SRR LE 3R
A REBAHIR I o AIUEFRA RAE Y i WA 5™

72 Duchenne & F:A R4E (Duchenne muscular
dystrophy, DMD), H #5534 5000 {5 55 % A 1
B 777, DMD & X Yot (R 3 Bl vk s e, i i
T LS4 8 B R A A B s Y, Bl
DMD 5 WA 248 T X L R, B A & i A
SRR RRIGE ™, BRRSEAE L TR TR
AFFTELLASL, BN 10% T HEREMRE, X
AT AMRRILE 7 A RE AR AR EXAERE ™,

PULZESE AR EE UL, FEUALOHLEE
ik, BAE R GBEUILE E R 0002%", BILE
AN R AR E LR AN AE R UL P 40 o 1 e 3 e v i
BAEM . A SR AT DA A P R L &
— A ML A 45 G E A AW AR e ™,
A A YR UGE I 2 R R A A R R (1
42-1) ™, DMD BHEAMUEANEFRARES, IE
FA R I E AR ] B ™, B R
o s A2 200 M JE 2 A R, 40 M A9 25 A LR 9 e 0K
fitptha i, AN AN A0S B HE AN, 200k,
i = UL 4 A o UL A 5 R 5 e S Il 4, i
RSB E VR NG SRR ™, SR, Sm X AL i 1R
BE, H HA SR IZER L0 0 B & T RER UL
(o 20 AL PO A5 B I, B I AR P

DMD EEEL LR ESR, KREHCEEER
FE2~5 GREHBL ™, AE— A0 AR AR AR
A, E R IR SRR B B AR 2.5 %,
WS Wi 4RI 49 4 ™ (S 93 75), WL
R AAE AR AR e ™, SECESEL (B
TR E ) , TCAREREXE, /INERAEAFI SR Y
Gowers it (JLAEAf T L H A REsGR) ™. AL
FR SR /K -0 5 T SR B i X, HK ¥/ DMD
BILIHE GE#AE 5000 ~ 150 000IU/L) ™, 3 ~ 6 %
RF I, KR ERLAE 9 ~ 12 Y iR EAR SR ™,

BILh T Z B R e, AR TG
S X RPN PR LIC AT, AT S
g, IXSCREWY) KA SR e, JCHR A AR
HRE ™, Heoh, MITRE S Kk AGE R RS AR
BREE ™, JLT-Frd DMD BEE S &AL Y,
PG E A BB 0NN, (2 R et ™,
RN AEAC AT 20 D AT ™, SEO LR
SKITHGIMAZE L WA DI RERAR, e S 30 0 3 KA
i RERE AT, (ORI B R, 4R V, Sk
RENEE, 1. Vs MV, S8 QB RAEA, EHL3)
TR R AR ™, SRR B [ R S R AL
SR IEIEE), RABIOIREAS. RIS
HEAb T FHOH R MR ™, BT R AR,
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DMD 8 #H05 % A DR ™

DMD {4 ¥ SR YT 7 2 N B R . A
meta 4} ECHE 2 R B2 B R IR AT A EGE L A
LA g ™, 4 H N PR e 0.75mg/kg S A %K
BT TR ™ B BRI, A SUBEREE 2 B
A 26 T 1A 7 DMD™ 0L A9 167 BLE M4 % 5k
% 4 i B (angiotensin-converting enzyme, ACE) {iji
W3, B 32 A B R AR R R ™, SR B S
¥, AERFSEAGEIE RGBSR, AU AE IER#E SR
EYITFIG e EmEmg ™, B TI7 A R
7, HE MG D FREER, Xk IELE
WF % LA 7 B TR Pk e . e PR AR S 7R i
WALE RIS RE, A AE 20 ~ 30 % [H] 5L T MFIK
FEIR B 58 P,

DR EEER

DMD 3% FALA IR, AR, ik
EGERER I H FARGBIT, T AZH T ZRRAE.
SRR B B R U T B A T A AT B, i
FHHEHUUETEE AL, BRREA] 5 R ARSI A
FAIAE ™ M TERBRANEE, GEFEMR
A, BEXIEMNZ IR RO ™, iR K
N, XFAEEYS FARE DMD B R% T4 T R
PPAR A B 1) HoAAR S BT % Ak T

H T BEAT P S BE T e R AR Y E R AR R —,
KR4 DMD HFFET il g i, A i i oh GE ¥4l 2
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42-1 4 BER AR A AR A
JRAL A VR TR (From Zhou J, Allen
PD, Pesah IN, et al: Neuromuscular
disorders and malignant hyperthermia.
In Miller RD, editor: Miller’s anesthe-
sia, ed 7. Philadelphia, 2010, Elsevier
(Churchill Livingstone), pp 1171-
1196.)

BB e FAERE N A T it B REAS W €4 FH 7 il
1% #t (forced vital capacity, FVC), fKWSE S, &%
KPS 7 (maximum expiratory pressure, MEP) I
{EMZWk R (peak cough flow, PCF) FI] ki ifiL 41
12 PR R AUE ™, BER FVC /N F 50% i,
1% % FEAE AR B4R TC B 1F i ™', XAk AT A
B ARG IO EEE SRR, X PCE/NF
270L/min 5 MEP /T 60cm 7K £ ¥ i, 4 DMD £ #,
&% 1 PR R K R ) D553 T 5 | S PR R G e, &K
FISGX L R T A TR BH A B S e gk

W HSCAriAR, DMD S5 BT 2F 5k B0 LA,
X RE R AR S &4 SO R ALOHE
et N R BRE R E LT REERSTFEREIT, 2
LA LB B R R ITE LA
PR BITIEAG ™, SR, 5 HUA R Lo ARG 5 AN filh bt
o B AR 31 % A0 S TE B B AT R O, IO R (IR
R AE G, R EAE, M5 IERE I
AR, REFEFRMA IR B AR, 1524
A0 S AT DAKS B i peax AN )R, AR AR W i 9 2
HAIEE A AT B E R BT EAEFR A RERH
SEREGOEERME,

T DMD 2 —Ff L MAsRG, ¥ X E8IE
KF AR AT E LA ) B R AR TS,
I Ve aE Y LLE HL T S g O,

Xt F DMD B, AR5 % B a8, &k,
BEFAMEHE A 2R B T DMD B2, 383 B 6 nT 38 1
FlbIL ] R (e 3 2 A8 3 AR R A IALRE = O 2ok A 0 RE T



F 425 MINARRNEMEEEERR

Sl TELAME LB (DMD B ¥ B EIETERAEFL)
FIR AT 2 BERRTZ A 0E S5 " 5 @ t T LT 4
REASE, WL i 4k % RSO iR ™', s2pR
L, BTAEARZ KT DMD 9444 55 4 H 3 F BRI
ARBEE &4 T m i O SRS, S B0E IR B
16 LR AAE T 6 A SR AE 45 ™, R, TRARR
2 R e R B B PN, R sk
FINH, WRATRE, REMEH & THKRR, REF
WL, {EL( P IR AP IRR 24 ] 75 R R BUULIA R,
PRAE e vy MH RERTRE "' % R AE R TRk
al kg, BEERGMRAHE B INE, X5k
TR SR REALE e ™Y, RiRE
7~ DMD fl MH 5 —E X &, {HENHEFEFE AL A
AR, DMD & [H R X Y o {4 % A Bk R 28 722 1 Al
MH ] 5 (14 55 PR 437 5 A0 e i 19 i or 8 ", 55—
T, FERVERREEZS AR BSOS LS BOA A SRSl
VEIRR S AT A ¢, SARMDTIE R "M, F,
FAFHHARIATT 2 TOR " 8T R T VA% SR B U A
P AR, — S A A A RR T 24 91 Ay 446 %) 4
SHBARTS, HANEFERETER T, 5
FRE R AR 2 2 s Y

76 DMD B E AR P GEE P, EGA T
HRPEAR - B, WMEGER KA RIS, fERiLd
Jt 232 f5) DMD B E I FR P, HEGRE
AFEMER AN 4%, Wi 5EE. B, kO
52 R UK 5 B0 2 BR A0 5 A A o6 Y, IR R I
W, HEAS R I n AR A KU, 3 S R fi
SEEMEEZ, 16 DMD BE b LAY BEIR E
% o AL 3% L 2 1 e R DR B2 7 452 e A 2 1 AR
FIT 10, S PP W o 2 34 0 ) L8 5% o v 25 245 0 A
S T B, DMD HRE ST K2 N i
LI 00 2% e g

DMD 83 X R0 AE AR AR LA 25 1) s
Ham, £50RMA BRI (TOF) (1) % BfE B —
AN, M TS B K I ] B 28 UL P PR
X W] fiE 5 DMD B BN 0 % ™, fE bR
A5 S v 7 7 0 P TR B R o ) £t B EE R T

KT DMD & 2 B2 5 L B 72 B8 ik A
g, —SEHEIT P AYZE R . DMD M3 fFAE I/ i
ThREBRE M T At A BT 5 0 o R T,
RO — TR & B, /R EEIE ) DMD &%
L IR Rt R RE R BT O LA T LA
FENEFRAREAR, EEAHEIMLYRERN FHEZH
F A LY B S AR A BB 5 iy Y, S
@Y DMD B EFEHZ RKF AR a i 6- &5 ORI

i ™,

Y P R 24 UL 245 75 I PR N FH A7 AE Y
W, DRI T 424 T DMID g 1 R At — 2
IR 0L, BT DMD S ARG A K A W K
HfERE, PR R IsRRR T AR e B0 A AR S

DMD H2# (1AR J5 7 8 5 58 1 R A A P B0
HEF R E (KPEEA). REFEH4EE, &
4 3E A ICU PATEXT T A7 Ay i, 28 FVC /)
F 50% if, 15K 5 S B 4A T To 8 1F R adE Y
TESSCRE BT, o BEBUR AT fE £ 5 30E SN 2 5B
R, BRIV EER 1 ~ 2 K ™, DMD #EHA
IR LTS - FRh s UMAR B %R, O MR
FRTA 5 R T B A0 At O U ) R BEA T 2 W6 AR B,
H1 T DMD G & & F Bl T i i e e, o Rl
HEAT i o o AR LR B 3h 11259, % s b AT
L E E " YRRES DRI, AR TR
1 P9 s SN o S A

| Becker AEFHREAE

Becker Il & 75 AN K 4iE (Becker’s muscular dystro-
phy, BMD) ZiAlf) DMD, H%&#iF 2% DMD f)
20%""", K #5100 000 i 5 ¥ 1 45 14 B % £ BMD,
FLI ARAE R A B — RS R T DMID, etk ™ Y A
HAE 30 24 B AT EARE, AfFH L DMD £#
HRFREK, fEgikF) 50 % ™,

BMD — /4~ 5 B2 (1 S AE 2 400 56 1 BL A O JiE <2 2,
SR RSO R, ZF et B,
E—RHNWFFRH, 72% W90 R L 28 3 R B O
ZEIER ", BN LEZR, B BAOERT
ST REAN S IS S " R4 BMD R/ R K F i
AL, (FARF— B TR S Z 8, AT O )
AT FEIVE TR A B O %

DRBERER

IR TE R S S B ) e AR U R, H
— &t 5L F %ML F DMD, 5 DMD #4& —#:, BMD
BER S B BRRRS R BEOIEE. FLE, kb
RSB FE 4R B R AR 12 B9 BMD (83 R 1%
BB R, BT RIEE M BESILE R (BRSME
BTHE) MOMBRERE ", Hit, 5 DMD —#,
BMD fH 3 7 ik 5 i1 4% S PEIRRIE 2540, B FI O L sk
WA T, % IEF) BMD £ O U ) % A
g Y, dHEZ S AR TARMEBE, REiHET
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