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SEAA YA EE(motor neuron disease; ©) 3}
MND)2 ddxow oy $FA4AE Ayst
v AYA Hagyg dgaron Heldozes iy
A8, HAd34e2, H R AANE F& AU
th(Bonduelle, 1975; Tandam#® Bradley, 1985; Wi-
lliams 2t Windebank, 1991). 1849%] Duchenne©] 4|
WAAAS Bole 29 ES A g Bad ol 18501
Arane A84d 39]3 F(progressive muscular at-
rophy; ©]3F PMAYell thsh x| £-0.:2 7]g3ty e,
18603 Duchenned- @& viul F4o) Uiz A8
e A oA 4=nbH] Z (progressive bulbar palsy; ©13}F
PBP) &} 3o, 1869 Charcotd Al 4]
28 Holy oA FAly AFEE Bashy >
21%4 & 473815 (amyotrophic lateral sclerosis;
ol8l ALS) 2} shich. 1] 187541 Erbe- 3 429
ZAd gt Wo) = ALH A QAF5Avp
(primary spastic paralysis) &} stlch 1§ of ik
A5 Yo A wel iy, Wt ¥ FH5
FEAZAN HEE JEIY P Ue TUT HE
el g A 2EER 4 lse] #HEe 2§
ANANY AFow HeyAA ¥ Yct.

2 FE A8 A, B3 mA AL B
G831 o} A7k MNDel fgte] sl M- &l A
9l A] ¢ & ™ (Bradley® Krason, 1982; Mitsumotos,
1988) E3 oy 7kA] HE el AnEert
ol A7z A7t JdFH 4%+ ¢t (Norriss,
1974; Olarted, 1979; Mitsumotos, 1986; Blin'g,
1992).

Flel Al 1959 ¥ E A7 ALS 388 M &
Bustgon, v L(1967), ZE-F 5(1978),
A 7r(1982) 2 ¥ 59F 3 71(1986) & 2] MNDe

3t B 7 ot of A7 A ofof F§ AFHA L
A& Aot} 288 HAEL MNDE Ao
FAEL W R YUYy, A &0 2 AdF
& YolRil oju] Mg FHEY v n@s

At
e By

19853 1¥HE 19924 8¥7 A Agdigty F
Aol FHA4 B4 MNDE Jarere g#x
51818 ZAdd ez dASAoH d4Fd ¥
AHGH GAE B AW 45 A= 3
HAAL o] Holi ALS, <953 dkAl &4
e 2 A ZbE] e PMA, POk R 0% 8 9 I8t
Fo iz A3t = PRP, 18] FAE Ay %
&35S Holy AWA F4 7485 (primary la
teral sclerosis; ©13F PLS) 522 vhiyof 2hzhe
FYA Agdd, TAELE 2 AF FE F
Abslgd e}, L-threonine 8 i3 3 BEZ X
BToA o Fo] e ¥ e Xitest2 H PS5

2 o

FHA g4 MNDE Avd s1de 34
B ¥+ ALS 343 (66.7%), PMA 108(19.6%), PBP
531(9.8%) % PLS 2#1(3.9%) %t}

Shed 12 QA BT U A% L 167242
Ht 48211354 9 2.9, 40ui, 50t R 60tH 7}t 247
128182 WA 706%F AR} FEE 4y
Ay e ALSolA Hd 485+1224), PMANAM 44.2
+16.14], PBPo Al 59.019.64 B 2™, PLSE 28 ol
A 2bzt 28A1 2k 454 ATk

A ¥ oAb 338(64.7%), 2F 182 (35.
3%) & dyrle 18: 10Utk MNDe] #84¥

* o] =it 19939 ARy FEHEA-H Y FAdEY AU HE e olfol S
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Wl ALS 24:1, PMA 1:1, PBP 0.7: 101902
o PLSE 28 25 dAgch

B4 X IFEIUYA BHEe FsE 24447
1%), 835 % 1781(33.3%) 2 A4 98(17.6%)
gon thigdel A9t 189 (Table 1. R T4
2 AEE AT Ao 2181(41.2%), A o
1438 (275%) 2 T30 981 (17.6%) 51081,
A D AREZ EX) T35, M4l dof g g
ST #AEAEAG(Table 2). 417383 HAAlxAdL
A (902%), TH3(863%), HHEA A& (4.
5%), AFutd] A 5-(58.8%), Al &zl(56.
9%), HEAYAL 7+4(235%) 2 Babinski® (7.
8%) 5 © A tH(Table 3).

Table 1. Sites of lesion at onset

Level No. of Case %
Cervical 24 47.1
Lumbosacral 17 333
Bulbar 9 17.6
Mixed 1 2.0
Total 51 100

Table 2. Initial symptoms and signs

9.1%% A3

e 3 oohE Alghel = &-Qlel Aol shsdt
Fro A FHertz] Ay 718 448l A 0-
glgz Hi 080deldln, 3B Ego
dad Ax 559 THeke] vehd qixe
268101 A 3—84/h 2 Ht 18571 Yol e, 4
s Hag & Lo AF kot Al
A AE 712 4-96ME R B 30570 el
t}H(Table 4).

ooz AFE(bulbar type) HAFH
(non-bulbar type) &2 EF3}HAE o) vld53 2
2elofl A b T A FAbol el wirtA
2 710e 2727098 HF 17570 €0l e,
A4 galloll A Abx|staieto] Ueldwiziz]l Hd
N7re 3—1270 9 2 Bt 6.87R Y o] Ut Table 5).

Table 4. Interval from onset to each severity of mo-
tor weakness

Severity of Motor Weakness

Mild Moderate  Severe

(n=44) (n=26) (h=11)
Mean(months) 0.8 18.5 305
Range (months) 0-8 384 4-96

Symptoms and Signs No. of Case % Mild; normal activity without support, Moderate; limited
Hand or arm weakness 21 412 activity with support, Severe; bed-ridden or death.
Leg weakness 14 275
Dysarthria 9 17.6 Table 5. Interval from onset to bulbar symptoms in
Shoulder or arm pain 3 5.9 non-bulbar type and to non-bulbar symptoms
Leg pain 2 3.9 n bulbar type
General weakness 1 2.0 No. of Case(%)

Gait disturbance 1 2.0 Interval Bulbar Symptoms Non-Bulbar Symptoms
Total 51 (months) n Non-Bulbar Type(n=22) in Bulbar Type(n=4)
<7 4 (18.2) 2 (50.0)
Table 3. Neurologic signs 7-12 9 (40.9) 2 (50.0)
Signs No. of Case e 13—18 2 (91 -
Motor weakness 46 90.2 1994 3 (136) -
Muscle atrophy 44 86.3 >24 4 (182) -
Fasciculation 38 745 Mean+SD(month) 1754157 68+36
Bulbar sign 30 588
Hyperreflexia 29 56.9 2T A A SHERAIE A4 E 398 5
opo o arefiena ) e 358 (BTN M AR AL BaRAon Py
abinski sign . 1o . :
£ o 2} s} (positive sharp waves) 29#(74.4%), A%
Total No. of cases 51 . N .
A9l (fibrillation) 2581 (64.1%) B ARFEH A&
atznt Ao Aagr AAEH 34 £ (fasciculation) 7} 2221 (56.4%) o A == ar, &
BAFe 2HE 4A, A ¢ A w2 A2 THAHEY o) Fe 25#(64.1%)014 #aA=<
12%2 7b3 ok, 8h A, 44 @ Ag E9l A om FEEHHUS ) AZFeo] ZUbE H9vt 174
182%, ZLeJal A, AR 9 A9 £l Az (4360 H5L FAR A9 133(3330%) 8 1
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25t 7t 9 ¥ (interference pattern)?] Fae 30
A (76.9%) N A #a= At - Lejvk 33(7.7%) A A
ol &4 wdskA B g 385 24
ALSH 31 18+ PBPStH(Table 6).

XZ % OlF : L-threonne 2.2 X H3 1629}
BEH 85s W 5ol M #Hi 47hgolA 4
W7t FH 323 A L-threonine2 & 3 &3 o
A QAo wWEvE QA 4571 641(37.5%)
A otsbd A9 88(500%) ¥ ARy 241(125%)
dor, BEA A5 L 58 F 200l S
st gl 3d(60.0%) N~ ebsty]o] oFot (hejl
of| F-9] zol7} 1At (Table 7).

FEEEE A5l oFskd 1145249
ALS 84|, PMA 23] ¥ PBP 1dlen, 43w
el e 841(38.1%)+> ALS 38, PMA 33
9 PLS 28 oL, AFE2 281(9.5%) 2 PMASF PBP7}
7t 2z} 13 J}(Table 8).

o8 FEW AFsg e, IR J4H, o
A ghale]l A Fvigelx B3k 1 Yl
el e A&s FEEA G o

MND&] #d dge I Hugdide Ha
40—534 2 (318 ¢, 1967; *=Al4t, 1982; A &% F,
1984; Bt 2ot W&, 1986) ¥ A-TolA 9] 482
Mot v =8t o, o) Fr e K& (Tandam@t
Bradley, 1985; Mitsumoto-s, 1988; Li %, 1990;
Armon %, Tysnes %, 1991) o1 A 9] 55— 614] Bt}
we kol REHEE oY AT A PBPY
Yt e ddo) 5942 A Eded ol &
FEA W dAH o] Yt 541N 2 HE FERYG
2F 104 o1 otk & w3 5ok 5 1 (1986) 9
L= A-ls v} 5289 o},
Table 7. Comparison of prognosis between patients ad

ministered L-threonine and patients with co-
nservative treatment

No. of Case(%)
L-Threonine(n=16) Conservative(n=>5)

o
Aggravation 8(50.0) 3(60.0)
MNDE E£FAZOIG M/AES ssge o e S8 200
Death 2(12.5) -
o8 ZeHe hofdt 5ok AL Holw AR Mezn follow-
72 2 (Mitsumotos, 1988; Williams$t Windebank, up(months) 141117 30.0+17.8
1991) 194171 Fxtol ¥ UM oz Fas FF7
Table 6. Findings of needle EMG studies in 38 cases
No. of Case
Findings ALS(n=26) PMA(n=10) PBP(n=3) Total(%)
Spontaneous activity 35(89.7)
Positive sharp waves 19 1 29(74.4)
Fibrillation 20 - 25(64.1)
Fasciculation 16 4 2 22(56.4)
Abnormal motor unit potential 25(64.1)
Increased amplitude 11 5 1 17(43.6)
Decreased amplitude 7 5 1 13(33.3)
Reduced interference pattern 22 7 1 30(76.9)
Normal 2 - 1 37D
Table 8 Changes of clinical state after 4-48 months from diagnosis
No. of Case
Clinical Course ALS PMA PBP PLS Total(%)
Aggravation 8 2 1 - 11(52.4)
No change 3 3 - 2 8(38.1
Death - 1 1 - 2( 95)

Mean follow-up period : 18.4+14.6 months(4—48 months)’
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A BE= FAE 3338, 9A0 1842 F
H& 18 1019lo0 ALSEAAM= 24012 =)
9ol g RE(Mulder, 1957; HE Y, 1967, =
BT 5 1978, = Alqf, 1982; 8T 5 1984; Ta-
ndam3 Bradley, 1985; B4 % ¢} W & %, 1986; Mi-
tsumoto 5, 1988; Li%, 1990; Williams®} Winde-
bank, 199D & o] Fxalo A o & HAANLEE
Bk Lig(1990) & 604 o] Moy dato) A
AWe7t o 2% 604 ol Follw FHH 7t A9
Hsz3tok i dlg e, oj AT ME 604 ol F
‘a‘L%HM 1012 Lis(1990) 2] B e} A X3t

3 gdnl= PBPY 4% @A 23, Hx 33 =

ZJEH':M T Aong né 7 ogley v

! 115 (Bonduelle, 1975; = A7F, 1982; wuhA 5 ¢}
Ba 7, 1986)9 A8k Fol ozt A PBP7F ¢ &

20 YR Wechsler 5(1929)2 23514
A, 373-?—‘?— 2 e Fog ﬁﬁ}b}ﬂ !
ow, e HidAs a3 d3ay Ae 4
zolgt g3l (Friedman®t Freedman,
1950; Bowman® Meurman, 1967), Z &:* 5(1978)
& AHEFRAA xwEE 97 R wun
sgor, ehgd (19843 Li 5(1990)2
TR, Pﬁ“*»‘?« 2 A Folrkal &t ?
TAME AHFE, 8 7F 5 A5 9 ey
o8 ZET 7,-(1978), org# 5(1984) ¥ Li%
(1990) 9] B.ire} =3 ch

AR AFe <rHofe] 463(902% )M @
FeAded FA 49951y HFS FTaF B9t
b Bath ALSSH A tiol A 2]
<t 3] oFo] Lhel M (Gubbay %, 1985) AFR]<: 2] oFo]
Agupy) FARG o E3Fa(Vejajiva 5, 1967)
Ao A AR 27 dHEYn doL %,
1988). ALSY YA TE Z2te 5417499
& &) nE sl deEm gxpgaic) 218
&5 apolvt Qlovt ¥y Aoy sk 9ol
A7 ik b (Munsat 5, 1988). 181} An-
dres 5(1988)& T & FA2 vFe] 7HE
W] Mok A A4l M Y Fxg
ks Tk 3} i, Munsat 5(1988)& 3FA|Fol
FATEG ¥ = Hrg HofsiAn, FA3 A
L AzloA o =¥ £x2 IPHYT o),
el A Uy d¥e] ¥&4E g3 dAF

EE T
Te M 4240 FH ASe) o wari

r—1> rﬁﬁ;

Ao g

StcH(Mulder$} Howard, 1976; Ourrier %, 1982).
ol ATz L F AFAE] ko] el o
7hA A" 717+ Munsat 5(1988) 9] Kaigl #o]
Relmbe} zpolzt gldch el A4EH e Ay
2ot HEFER Y wged ole WA sy W3
%1(1986) & A9} AR k= Atdo| At ALS) A
TAEHS AMEVY 30% 0180 2dE W e
el 3w (Wohlfahrt, 1958) ol |7 & *
A& 4420(863% )0l Al AEs| o x4 l
Zol A AAHIH L AFvH] AL ThIE
o]]” Mt M= fA #a=9Y Li s (1990)4
1o A3z o] A3 E #ate] 62% A HHEA
o] vERtchal g om o] ﬂ?bﬂﬁf— e
&4 A& 388(745% )9 A BEF Y}
vhe] A F = 308(58.8%) ol A R, L1
(1990) 2| iﬂ.oﬂ*i% TEgole #2449 50%, A
el 41%004 BEH Ak 5190, Swash
9} Schwartz(1992) = ALSEA}2] ¢f 1/30] A4 v}H]
AFE Helta sty

MND9 Ao =& & Fv 4% FHAF &Ade

do @ H Hdo ¢
s

).

T4 *17401‘% g ol o) 2174 A w5 A
e oo 254 AFERAAS dHFE4 A5
e &4, r%”rﬂ GEdde] + da g 1t
STk A&A ke Al Hd 2719 e
A9l ezt ptterd /b 2 AR F

7}o}th(Stalberg®t Sanders, 1984). Lambert$} Mu-
1der(1957) v AlF #1917k 74 &3] ## ¥t s
G 2.1, Goodgold®t Eberstein(1977)2 44 &%
Z ¢l (insertional potentials)® 71, A&z ¥
F3ol 2Hit A BE FApel A veEb, AR
A AFa, ol AREAHSY, Al FEFUYHH
DA E A T UE oA BEET L
stATh ol Aol A HAA 2= AALE A
398 Sl Gl o MEAY 2 HARHA o
Za Go ALHL) 89.7%4 #HEEULY, &
Sohel At Bt £ A E A 64.1%0 A,
a8z FAHE Y FAE 76.9%A0M BREL
2y 38(77%) o M oA s wAE |
At

ALSE &3 A7
A4 otux=ibe) MRS >
gl 7hdEte A4 olu kel glycine 2 -?—T—
AZAN T8 I E 5EH e
Foshe ARV AAREHI o o
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F2 Zaggdn $ok(Blin 5, 1992). o A7
ol A% L-threonine$ FoJ kol A] Bt 147092
2 z2AE A% BEY (g FH o o) Zo}s}
Uit

ALS AAI7AA ] FH 77 g F 8 1-5de
2 ¥y 3d, 59 % 109% 9 JE8L 7 509,
20% F 10%olH, 2008 F73] WEIHE A4
ZgA Brausn dtkMulder®t Howard, 1976;
Mitsumoto &, 1988). ALS? ol ¥+ o
$er2 o £o(Mulder, 1986) 5oty Z4
o] &4 & vmoiir i (Jokelainen, 1977). ALS
o HF HWEZLE 2-59°] % (Kondo, 1978;
Jablecki &, 1989; Li &, 1990; Tysnes &, 1991)
PMAS] ASole Ha AEV] o] 10019t
gt (Mortara 5, 1984). Mackay(1963) ALS 70
g o F & Gotistvd Y423 F 4ol Y
o] A 2B 36.20 W Foll, H4r9l&e] e
A 33570 M F-oll, B4 dAgnin 7t JERE 246
NEFe, 18) T HE5A A5vby] F4do] Yehid
17309 Fof A3ty ora sl PLSE Ag

H B2 18+ 21 o] 4 B ESLA o) %' o )31
A Z7F £& Aojgt Y} oW Ao ME 21
o A 470 Hol A 4 (H 18/H%1) 2 2 A7}

bestged W3S del oatE el 11&1(52
49%), W37t flds A7t 8 (38.1%) Qo1
B2 28 (95%) Ak, AbUd 28T PMAS PBP
ztzt 18 oo PLS 28l = YFEdol wav) 9l
Ack B Ao 4 FF el U #a 9
%o rﬂ*hﬁ_ﬁ}’r/} Hor2 Hrtalr] 2 esty
o1} PLSe] A vl A o %7 F& Boletm §
Mackay(1963) 2 B.18 F2# 3tgd.

2

AxEL 19851 19 5B 19921 8€7kx] Ay
et Far ol F14 #9849 MNDE 2
e #2518 & gl e dady, 2y A%
L ‘4]5?1 T& Bt MNDe W 04"1‘

& ) BaE 0 ak o] pujoAe 3
ﬁ%i‘% & A&, AaAEA L-threo-
nine®| Frhy Y3e] ot F& %’i&’iob} MND
o] dFol FEE FA] Rt Ao R FHHAT
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A Clinical Study on Motor Neuron Disease

Dong Kuck Lee, MD; Kwang Soo Kim, MD; Jeong Geun Lim, MD;
Sang Doe Yi, MD; Young Choon Park, MD

Department of Neurology, Keimyung University
School of Medicine, Taegu, Korea

Clinical features, electromyographic findings and the prognosis were observed in 51 patients(33 men
and 18 women) who were diagnosed as acquired motor neuron disease at Keimyung University Dongsan
Hospital between Jan. 1985 and Aug. 1992.

The mean age at onset in our study was similar to that in several other domestic studies but was younger
than that in western studies. The therapeutic effect of L-threonine couldn’t be evaluated correctly, but
L-threonine may have no effect on the course of MND.

Key Words: Clinical features, EMG, Motor neuron disease, L-threonine



