WA % 7R

386

AL Z= e R SR BBV A

L 25 & ) & 8% 1L iE (A myotrophic lateral
sclerosis * ffE ALS ) * R &2 % —ZEHMEH
( Lou Gehrig's disease ) * NMEAFA—{IXEE
BREEEMETFRAMNRK  MUAEHZ

ALS R—HEEH B RFMBMAMEERER - K
EE) ML ITE M ( motor neuron disease ) ° &
MR ERAASEER  HhL ALS L&
B TR TESH S THEZRI0  BRLEE
EMRBHARN AR ERAES - BEAE
ARFRIBTIET o KESMBEERRE » 49
AF—¥MRATERFRIEZ4FERIET - ALS &
BAEEMNR1-2/100,000 BESF BB LM
B KEAMBEEN LRER FALEHTE
WMEM T ERATESE - BAE—HEE
EZ NI HE Charcot EARHER TiZER » &
T A FEE B 1 AR MR R B R IO B — TR SR
it o BERBLEEEMETERTERE  HA
BB %t 2 A AR EE « i 20 4E R
ALSHBI AR TRIZHNBH - RigEL%E
MERL T 4 T8 SR A A (B 35 - ARIEIZ SR
FREARAMERERER  BRABI R
PARE  Rifith PGS BEERT —
REE - XWAREYEREE 1995 FHMET
F—1H1A8 ALS MZE& —riluzole ° FF L BikE
LR AR w60 B AR S SR th B SO B ES - Bt
B AT RO+ RNETERIE S o

e PRI AR S22 R

ALS # RS B TE ST A0 IR M W RIS 5t
REEET c BYSERT T LRRS GRS
o EABRBE AT

WA RE A SR

EREZE ®-+tE E R M

W E

ZIERI + REEAZFTREYHER ( multi-disci-
pline therapy ) ¥t5* B # & B &Y 5 .04k 88t 7T
PRI A TE R o

BATALS HZ BT ERIMERL - Mg
WAL — e R RS 00E » s A%
PREVERC A M E 2 B - ERM L EEIZ A
LEFRER G A S ( World Federat-
ion of Neurology )#* 1990 £ B &£ T —HHEZE
P IS B E1 Escorial T 8T 89 (3R 1) FiE S5
(upper motor neuron) J T i 8 # £ 5T (lower
motor neuron) #YAER0 ( &2 )  ALS &40
FAEMES ( OFERES - |/ - i - B8
i) o DIBBEME N AR RBAME AR « LITESE
AEAR N O EARTE ~ FREE - Ok FERNGE
B o EIAFFRIESEEE RILHE R « N BT
HEFREN AR AEE - AFRFES SR
BATEH 5 &AL BB 89T ( fascicula-

%1 : El Escorial ALS s2EiiS%

ALS MR B A AER
BEE  TAMN R BE e TR EHE
BEAN LAV ARSI E
AR — BN ECIREE LR
WIAHER
TSR ERAOL N ARZTLR22F
THAFEE R e A R RE
Z2ESE
HE# (definite) : Z B 20 b i3 $havsp
LA & BhAb 48 70 4k 3k
BT H 69 ( probable ) @ FiE#h#4 4 8 TiE
AV LR E R R L b E A e A
AR F AT E AV LR T AR
T 69 ( possible ) : ki€ $habse £ B T L
WEAEKE—ER PR LEHdeLa
KERMBHR ZME R o
AR 48 69 ( suspected ) © T if #4948 T AE K
AREX = EEEE R
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He RMEZWBREEHEELFRAERL
B HERERMEE LR -
5.481&4% ( neurofilaments ) 25k
MEBAARITE R A DA B ER ST B o 49
WA ARHEAGMEERBNRIIFHEER
HHTHAERE - T A BN A E EE A BERE
HEETEEMNES - PHALSEEHERAR
SFEMBHBEOMNEFERE LA AR AR
AEEBEUERIAEEFNSRFEENR
GUBAHASHEFHRE LA KB HENE
A ETTE R SR EE B 0 M3 EHEMA
Ei=(t

Sha
=]

B IRAR BE b R A (B35 BT 4R B A iR IR T EE TR
% SR B AT AL EIE TR EEY 2 A riluzole
& ° riluzole 1 R AEEFEHEMAVEER » Fr AR
1938 B U E B IR T R A FF & [ - B
BEGHHEREZEF (The Quality Stan-
dards Subcommittee of the American Academy
of Neurology ) FE 1999 &E B ETHEB ALS £ &
goHERI (HERS D7) - EEMEEAER - (1) anfa
6] B E S e ? (2) inf EEEAEAR ( Flan ook
BZ - EtEEFHEEIR pseudobulbar sign) ? (3)
I FEEE 7 (4) 0T sE BT B a9 R 7 (5) 30
{IEPEAAMNE? BEALS MBREABREK
B S5 e EMAFER - BENEFESEL
HEH i A -

ALS B TFFTE [ B§ A9 + 4 | (decade of
the brain ) Z B THZ /M ERE » Ht 3R
ALS R EMIER THEMER - MAFZE
BELBIRFHERARERSAEE T

EREBE S°4+1% $ HE M

hH—LEH RS NRE - REBEAW T Fa%
B-ALSHTRBLERREFS EH MY
B WEIE R M EA RIS RERE

HERR
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B EMERERBENZEL - EZ8HE L
% T RS EE A MK - R AR
EBAL o EIE RO B SRR B ART - Efk
e it A o i8R A M0 & B BE 7 Ak
Bay M - ARB)  §5 AT 515 AV SRR - AR
BHEERXAEY SRR gt &5k - 5
Pk S T AR A SR A TR - B — BT
0o BB AR B ( excitotoxicity ) TEFF
ZHEMOMERMEERTENEETENAAR o
ALS A9 A ML 3FE ob Bk G 82 1 IR B €2 - NS A A
Wi b Bk AR B K P94 8% (aspartate ) fI EL 4% il
B T 100% E 200% ° 1992 4F Rothstein % A
BB ALS 75 A 0958 BB # - A9 BRI B A9 R UK R
4 ( glutamate transporter ) H M - EFERL
il 49 2% A8 ] B o A B B2 e R PI L BEBRR L Sk
HAENBAER - HEREERaiE A MR « HEER
G EME T AR T - ALS BENEE
A HEERO S AR ESFENE S - 8
SEFEIR UL F- 45 (o) B RGBE 0 0TS B 1E R —FE AT RERY
BURHE o B MERA AR5 M BRI NG
{% dextromethorphan. lamotrigine K & X
f#: 8% ( branched—chain amino acid ) ##EH:
BURER © Riluzole B —fERME@AVFENA - ©
oA D BRAE R S | B A AR Btk - HIERE
PHE=ZTTE (1) ME BB - (2) PR BT
NMDA $#Z /R a9 R HE » (3) fER RN EME i
R AY4MEE 788 » Riluzole BEER S B 555 1
EAEEMEOME - Hajth g - 1 di B
i ALS (9 -
LIBERIBENLYEILE

KEF5-10% ALS B HZARHEHE
9+ 1991 4F Siddique F A4 » £ HoH ik
HE T i 9 69 K% ALS(familial ALS, FALS)
BHE HEFEBHNRGHE21q b - HEER
RERMIR Cu/Zn 1B FAL Wik 1L 55 (superoxide
lismutase, SOD1) I FE [ I o WL B S A 1409
BEMY B AL E R E - MENTRER K
B ALS MR #H F 52 —4 SOD1 %
MIEEE o JH B R E IR ALS WTHeH —f L -
RS FE RS - SOD1 HREEMEZR D ER
LBl ALS BYARIRELL o

ERRE B-4+% £ 1M
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SOD1 HEREEMEGRATRYEE : 1AEA
SOD1iEHFK M BCA TR EL AR - (2)
#ERY SOD1 B HM: - HATEAF LM
FEVREREENFE - WHEH A REELE
PETE % 0 T2 7 T AE 38 hn 8 B4 A A F 4%

( toxic gain of function ) ° ¥ IE#EAY ALS »
SOD &M A AFI AR RARE - EAEBR
B 45 B 0 oh A9 SOD IREFR(E - th g AEREA M
BRENEHE BEA) SOD IRBE A MK o BanE di ¥
B ERFRTE ALS 8998 B MK — A A A0EE - ABRE(E
A2 B A0S W et aT LR R G RS T By
ALS T o —FE3& %4 69 B 1 & 15 BE 5l acetyley-
steine W ER - BEERERBEFY - Bh %
B E A B SR R o

JL.ERER

HAREEREH EEZEREERUTHEE
(1) B 8 S B B TR B EX - (2)
ANREEFMAAES R EEAFLRTS
B R e FRE AV HERE » (3)FFE ALS g9 B & o]
REISSEE @A PURE - (4)ELhgTEEE
FUES MR THTNEER N

FANEABE R AR AROERRE S
s ALS BEPHBEHKEEEA ( monoclonal pro-
tein )~ itk FR 448 A K AR I — T8 ganglioside
AYPLEE GM1 AYLL BB = SRTHT ALS B L cv-
clophosphamide, azathioprine, methotrexate.
cortisone * [l 3 1% #r B 4 B MG 47 B8 5 % % 4%
GRBURZAME - M KBWALS B&EaiE
HE SR 5 18 S 2 B PEEE ) -
4.1#%%#EETF ( neurotrophic factors )

AT 25 B 1 458 28 3 [B] F 0 R TE 3 B e 48 Jr Ay 4%
B RAFE SR T B INE - (I ANBEAR E 2
[A ¥ (ciliarv neurotrophic factor, CNTF) ~ fi§
54 48 i FE F F ( brain—derived neurotrophic-
factor, BDNF ) « BB HE L RE T 1/1 (in-
sulin—like growth factor, [GF— /1 ) F 44 £
A4 B H T (fibroblast growth factor) = 3%
i SRR B T e A R A T 8L ALS A9 B 3 A
fE - {E{3# CNTF K IGF— 8985 K k% - Hpb
CNTF t9ER RS I E A EMEIERAME S
Ik BB HENIGE—1 $4&th %A 87 b
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#®2: LEHME TR TIEBSRETER

A BhAY 48 AL AR
imAg g2
L%
g
# & At
MR A R

TFiEEhAPLE ARk
W 7= B 43
N
R M AR,
ALK S8
5 A b

tion ) o ERAMEEIR —MME L FTEEFESEHE
B BV A B RAERE - AEE N
R EEE LR AEHREEHENES - IR
HESEA/NENEEE AZRE - AFEED
GBI SRS LA EIRRAER S -

YA [R5 A 2 AR A SE AR » LT[ 47
AEMZEHEE « "HFE ALS (definite ALS)
THACEHTEFESHE - R E=HH
B [& 435 @) 5 11 B _ESE B4 B T B TR E AR T aY
FEAR o “fR AT fEHY ALS” ( probable ALS ) Bl %E
HFAERM L EL BT EESH TR T E
BT AYEAR &ﬁﬁ’@iﬁTuTﬁ (A FiEE)
FEE AR AR BB AL B L SR EL BEEYALS™
( possible ALS ) HI & tlﬁﬁb?‘ 7{:?1 i
HOTIEAR R — BB - SR H A L EH A
JCREARTE — R L F Ay RS T » B0 T EE) i AE
TCAEIR T R BB B WA TR o T A EEEAALST
( suspected ALS ) R 36 A 75 i1 i LL_E AR I
IR T E B AP ETAEAR o B4 R [F A FEE [ H
ZHETMAMs EMEEEN  FAFEEEHMEA
B o (E B HEA B TRl —LE
£ - BINEERIFAER - BENREEL g
FosE - BERRAEIRA A T2 a0 » ALER T
RETEE WA HBRAERBIULA(E B BF - TR
9 % B Y 5 [ L BR R R B EAURBEIZ o (R

TEREDREER  B=F B A BN
WA o BOfAYEE R Bl BoKR B
“REER RRATRES B IKMRAA TEA -

{EE ALS BHiMEIRE BB HN » BEFE

HARE FZT+HEE OH AW

“REEAY R CIRATRERY ALS”iﬁﬁﬁ'ﬁﬂE@JT
BEEMLE - BIMAARKTOE 25% e
HRAEEWREENERNZERR - g
AR ERR SRR - R EE ALS i
BHEEET - HEZHIRENE EMAthgi
WA o A7 AR E AT RGBT M BT
Afon EFE—{EE s ( SEPEAR - SR - IEREE ) ¢
B ST AEAR AT HER » R T E B Mt
o A ERUER LR °

TEREA TR T EMRTE  BIZM g
(denervation) X 7 3¢ At (reinnervation) Ay 1§
LAl B B e e - M SRR E i &
FHEEERERG  SHWSHEERERYR
EHfEmEE  WREBETHEENEEHER
{conduction block) * Bl HEERE —HEEEK
1 B 4 28 45 % (multifocal motor neuropathy)
AOTTREM: - ol PAIE RIS L AT FH — L R R B AR iR
o EoHEREREREEN R EREN
284 M TEHE R — 2 & OBl ALS #9183 - M
M B E ( creatine kinase, CK ) {E7F ALS "
T8 EiEE A EE 1000 TU/L « % ALS £
LWMREREENRYI A » NAE—ELBEHE
REHHERT ( @t #EEUE inclusion body
myositis ) * LB #EA R ARIR B ¢ anRAL
MR R E el IE A L& B(E
ALy o

TEILEa A (ki & i - RMEE FLHEm
EEAEEEN R R (
phoresis with immunofixation) * 3 # & 2E A
ik LB B 1M S A ml R o FRAR AR TDTER
it MR BIZ EE - R MIEE - Hexosa
minidase A 8 « H U8 7% (Kennedy disease)
) [ 4 7 1) 2 T HE I e T e 5| AR AU ALS
SEARAY AT RETE ©

protein electro-

B HiTs Ik ALS Ry EEM AR - A%
MEEREE - B R AR ER
1.5 028 ( glutamate ) {257

B e 2 IS o B O S
B B G R AR R R e AT R
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