RSB FHEEME ERERERITEEE)
PRRAEMERBIC BT D HTEEE (04 ARsEmE E
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—FEEARIRIC & D BIEFIR - BRHIHORIZ >V T-

MBS TR R (RELER AR )
# FTRT RAEE KIEHL RE
EHREL RN
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(e E ] ALSRIEIRESCHAERENERZ2 PAROBEERHEINTWD, AR TIL, ALSHEIZRE
ETAEREZRHT 2 72D FMERILBNALSESIC BV TREFRIC L 2 REER, BRSO ERaTL
7. XEEIE19664E 0> 5 19974F F TR R SZER K Z BRI FE 5 TR S L7z IRINALS BB 1 L UN9994E LUK
20054F & CTRIMENE CHERR LZALSERE (hsk. ABt. EERHERSME . 199FUBITRNT v 7r— FRE
PO LI-ER 2 &te) 35841 & Liz. ALSOZWIIXEL Escorial criterialc ¥E#L L 7=, FRIELEHFD19904E
A2 OB T, 19894ELLAT O EHFRAEREERNT53. 0£10. 5ARIoxt L. 19904ELIMEI65. 1+10. 2B s A /o 2
D7 (p<0.0001) . 104E4E O Y FIEE BN 1T 1960-80E 12t L T 1990448 D Er 8k (p<0. 05) 38 L 8
20002005448 & DL (p<0. 01) THER EH 2307, RIEN DIERSEE X TOHR (FRIREIRE) o
TRIEFEEIC L HZBRORT T, Kaplan-MeryeriEIZ TRIEFEMBBEMLT B IZHEWE ORI O EHRE =R
7~ (Logrank Mantel-Cox), x2=24.718, p=0.0002). FEE IR ORIEFERIZ L 5 BEHTIEEAED 19894 LLRT
48.2+43.8 » H, 19904ELLME33. 8+31.9 # H (MeantS. D., P=0.002) Tk ¥ . 19904ELAE DIEFITH B /2 EHEH
SR LI, FIRER & OB TCIE, BRER CRIE U726 CIIFR R NE < . FTEIER CRIE L7 TiX
BVMEMZRDE. FT0REDOALSH CIIERER CREFMBREFEICE ) o72(2=5.7, p = 0.017).

AHFIE CALSDRIEFEE O EEL & IR HIM OEHEN RO bk, ZhidttEoBER{LE KEd 5 LS
ALSRIEIZB o 2 BR OERE B HE I,

A BEEU®IC B o —u U HEEA L El Escorial criteria iZ¥E

FoER LR CiX 1960 4L LLSE ALS DB WRERNR
ENT& 7, FICARRREBHIR CRIEROBERD
100-150 ZEOEMEN R I N, £ D% 1980 £ DIE
B TiE. Guam BT ALS B4 & RRRICFER LR
THRIERDIETHR I, Hoxld 1998 ELIED
FEKILR O ALS FAEICRB W T AR IL IR EIC BT
D ALS FREFRIER OB B TOEER 2 i
LT, EDIT b RFEREED ORIEMEIL 60-64
it E 80-84 mMICE— 7 &R LREEEER OB ML
AR ENTZ, 26 L0 ALS BIEITT b 1D AEIER
REROBEESHEER S R 16 EE & 1TEEIZIT,
SEHERE (CS). k¥, SHHE MRIFTRB L UMEZE L ALS
FIE & OBEEERRET Lo, REEITFIRN ALS FEFIC
BWTRIEERIC X 5 RIEER, MERBRESE TOR
HHIE OE L E R L.

B. HiE

K513 1966 £ 5 1997 £ TIZRER R F HRR
PRI ER TR L 7 RINEFERE TR S iz ALS
BE. BEEBZHRED D bREFTERMERSIMNE.
S ALS B3 & 1999 4ELARE 2005 4= % CRIMRAER T
FERR L7 RN ALS B3 (bR, AR, R tES N |
BT 7— NRE FERBTHREZENOHER L
ALS BEZETe) 368 fflk L7z, ALS OB AZ
ETHHI &, EITHERREZTRT &, B THE

95 & Uiz, Kii-ALS, FHEME ALS, JFUR MR FRaE{L
IR RIE F, BRI ENE IR LT,
C. R

FEF DOFEREEIRIT 1951-2005 4Bl EFENT 2
MDAy Fa 2R LTr, ZAUIE 1997 4ELART & 1999 £E LA
BeOPREFIEICL2ZEEE2 DN (B 1),
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FEAERFEER O 1990 FERIRIC L 2 BREEHHREK
2HVR LR, EHER TR 12 Eeiilicy 7 b E
Al (K2), 1989 FELIRTD ALS FEH D FHIFIE
FEHER 53.0E10.5 BEITxt L. 1990 LK 65. 1+
10. 2B TH o7 (p<0.0001),
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2. FIEFHOREER

1950 05 10 FFEOERFIEH R AEEER O Hl
TIE 1960-80 FEIHIFIE—~ETE DO 10 £ 7L [T
FHIEFEROERLER Dz, 1960 £48 & 1990 44T
Dl (p<0. 05) 3 L TY 1960 4E£% & 2000-2005 4E4% &
DR (p<0. 0D IZB W THRBRDEZRD =, BNO—
BEROBEEMLE & ORRETCHE 1960 £ 0 BN E L
T (AT S 656 L EDARD) 7.3% 2000 4
1321, 2% TH o723, ALS TIZFNFI 20%, 60%TH
DS oEEE X D BLEIC ALS TIIEBE OZER
ZNZ ERBH B,

FIE (vear) & FEIRERIEE £ COHIM (PR HAR)
DRRETTIL, FBAEFED 1951 ££0> 5 2005 272 512D
AR IR 25 A LAOMB 2RI ERAFED Hh
7. 1989 FELIFTIZFEAE L 7= ALS SEM] & 1990 4ELIED
ALS FEf] & O BT, MR ER X Z h2h 48. 2
+43.8 » A (B 40.6£33.7, Lt 62.1+55.9),
33.8£31.9 (B 29.7+26. 4, ik 40. 7438. 5, Mean
+S.D.)TH Y, 1990 FELIBE DRI CH B EHENER
® bz (P=0. 002),

1990 4R OMERAIRICBE T 2 RfEAFERER T
&, 1990 FELIEOESI CRBATROETE2RD -

(Kaplan-Meier #. Logrank (Mantel-Cox) x 2 =
10.13, p = 0.0015, 3)
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[RGB E F COHB 2 BB L7, Kaplan-Meier
BIC X DRI BRBETR O TIX, 1950-59 4=[H
DOREF CRIBEBAFERNR bE 272, 1960-69 £E
RIEHEDRIZE <. 1970-79 45, 1980-89 4£, 1990-99
EREE TIHIZE—ETH o7z, 2000 ELIEIZHIE

L 72l TR AR O ERE N RO b7z (Logrank

Mantel-Cox>,

x *=51. 7889, p<0.0001),

1§

RUMLEHE

| —— spEsEs)
® REH)
|l — RREERQ)
[ -T2 1o}
e BIREER(S)
| A mzm@)
RMEFR(L)
P A sEm@)
- RREFR(S)
L m szme)
—— RS
| B sesis

T T T T
100 150 200 250 300

B4R

X 4. 10 €A 0 BB AR
1:1950-59 4E%&JE . 2:1960-69 4E. 3:1970-79 4E.
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5. RIEFENIC X 2 BREEFERG
3: 40 FERTEFEIE., 4 40-49 %%, 5 50-59 &%, 6: 60-69
%, 7: T0-T9%%, 8: 80-89 m%

PIRIERIC L DR EE £ TORBHM OB T
WEERER . EROEIR, TRUER OB RBEAFEROK
TERA 258D 7, FBIEERIC X 5 HIFRER OB T,
ERERER TRAE T A FEF D HR 1T 40-49 B 50%, 50-59
% 45%, 60-69 K& 45%TdH Y. T0-79 BT 32%, 80 &%
PAET38%EWA L, Zhioxt LEREEIR CHIFT 5
SEF D HLERIT 40-49 7% 7%, 50-59 5% 19%, 60-69 7% 18%
THDHD., 70-79 BBIET 32%, 80 BRLLET 30%& 70
LA TN 258 72, BRER CRIE U121 % BAEE
B T0FRAIE CHET 5 & 10U ETCITFEBEREES
RO (x2 BE. p = 0.017),
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ABFFETIE 1951 235 2005 £ TOFEKILIEN
ALS FEBNZ DU TRIEE A 1990 4ER1# CTH# L. 1990
FELIRTOEEFIEFEEN 53. 0 5%, LIt 65. 1 R &40 12
mEEfE L TWA Z EBR LT, 1990 SELBEORE
F TR EES S COHBNEHRLTNEZ L. 70



LA DFIER CTIIERBRE CHIRNZ N & &R L
Teo B2 ILZIVE TRk LR ALS SEBANZ DV T 5
R OFIERE ZHRET L. 60-64 5k L 0V 80-84
Bl 2O Y — 2 2T RO . BEEROE
bRt 5 L HELE Y. SEIOFBRITENEX
FIab0EEXD, HiL. ALS ODRESE OB EL
PAEMBIORKPLHREIN TS, THHIX
1965 4E 7> 6 2003 FEOFRRKFMRARHZ BT 2 14]
T ALS280 44 DT CRIEFERIT —FE L2V 0. 459 %
OEEEE TR L, ZhiitSoFERbE EEA 2 &
HICEERE TR CRET AHN8 L W2

G L7 2, AR S V1% 1980 5 2000 F£F TO ALS
100 Bz oW TR Wi 1990 4ERTHE TRIEER & ik
L. 1990 42LIAT 59. 4 m%. LI 62.5 ey Lz,

D20 [T 3. 1 BEHERO LR R A LI, AR
FREFMUEMEEZOND, BAD Y13 1995 FEnD
2001 £E0D ALS JEMI DFET-BRHEB ORRETE2 1TV, 6 45/
12 65.7TREMD 67. 8 BIC LA A=, IRV
Tk, A AT T/LD 1959 )5 1974 £ T ALS
Bl OB CRIEERD 52. 85EM 5 58. 6~ L H L7
LEE SN, California @ 19704E1 B A6 1986
£ 12 B % T MND708 Bl (OB s Ti 86%72% ALS T -
Te S ERIEEIR CRET 5 U R 7 L R oSN E
e bizBEmLZEBEIN TS P Scotland

ZRBIT S 80 B LA o> ALS/MND il O Et CII TR e E
1 70-79 Bk & 80-84 m% T 12.1/100,000 L H b &< .
LS EREERBIEN 50%ThH 0 9, KIFEOBR LS
L7z,

DfEsm] ABFEC. 1990 L&D ALS FEFIILLETD
SEFlIZ %LT%T@%@%%M&E%%%E&T@
TERHIRE OO bz, BE CIIERRRERIE
NE L PR AREEE CORBHMOEHENZD O
7o TS O E ML E BT 2 LIAMT ALS RIEIZ
B3 EROERVE(BHEEINTE,

E. £&8®

19664 7> 1 20054E F TIZ AR L RS ER KR4
RIRIFZEER & B AR CRESE L 72 ALSER #3584 &
FIEFIR & BIEFR, FIFER, MR ERESE E TOH
Rz > & BREt L7z, 19904E LLRT D ) FEAEE#R 153, 0
%, 19904ELIAIT65. 1B & BB R LA AR T-. BIE
bR 2R EEE £ CORFHBIIREER L EERL
T AITHEVVEERE L, 19904E LIBE D ERI TH B R EREN
B b, BREWR RIS TPk s £ TORRA
HAMAE L | TOR IR ERERBRENEEIC

AWFFET ALS ORIEFEBO B L & R E TD

B OEHEIRBO bz, ZiitsoE b2 Kk
T AHLSMT ALS RIEIZEE D 3 BEROERKEL A HE
B2axni-.
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1: Kihira T et al. ALS and other MND 2005; 6: 155-163.
2 THZER b FRIRFHERSE 2006; 46: 377-380..
3ARMLE O FRRHIESE 2003; 43: 385-391.
4:Kahana E, et al. Arch Neurol. 1984; 41: 157-160.

2% hoir.

5:Norris F, et al. ] Neurol Sci. 1993; 118: 48-55.
6:Forbes RB et al. Age and Ageing 2004; 33: 131-134.
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33 FlIDEERE & F D% OBIEIZONT

(5348) BrFeE mmE—

WFoeH I E: BRI,

TEEA, TEERE, RELE,

& HFREA

BMRERHEAR, Vo~TF - BERAF

B2E  —l ERROMRIEHGEREE - TREEL
EN5, bbb ol crt. |E 5 F£RI

i, BEFORBEE
TR LR ORI AR A AE T AR L7z 33 JERITH. 5

THE (L ER TRV —EERE

BZIIZEE L, £ CTERICAEROERTZRBD T, MREEFHREICT F ROREEREDL

z <‘: > & EBENL OMFREIR ~Ba iR s OIS

LEZDN, ETRERIEREN Tho RN H

. FORBIZAERISGOBEREZ LN, INDICKVEREEDLRWVERMED brachial
plexopathy\ PIEAR - BRI RS L7z multifocal motor neuropathy 72 & & ERfiE4 5 - LB TX

3 &Rz, KB

ABFERER
~—{fl_ERE OMIREE R EREE R TRB L L

., FHHESE. multifocal motor neuropathy (MMN) Y.

neuralgic amyotrophy? Btk = o — g /SF—
TR ENBET oD, TROBREE NS
BIEEB =2 —n RB BT S TnE &
BENEBbhs, LxLZoHzix, EECM
BETOERDOHBRAB R BEBT DR H D, Z
VBT & 72V brachial plexopathy
RFHARAR - IR RFIZIRB LI MN & B2 bh b
b D, FHEDE I 1E S FRERTA - AR OEMIZ
F2bDREBEENTWEIFREERD D, Fx
15 LI BtFoRBBREE THBRML ST

W TR ENE & B X DR DIERIZ OV T,

REBIZETO2BREMA THRET 5,

BB

BFE 5 AR — A BB O MR MR ZENEE ©
ABE L7z 33 FEFNCOWT, ZDOREKRE. BT
R, BEREEZRERR. T0ROFG L HE

LT, REREORESIRSND R0, ALS 22 EMOMRKEN L R
WM TERTOEEL TR T LREEL BbIh D,

L7, Wiz LT, neuralgic amyotrophy I,
IR DIAT R D BRI D brachial plexopathy
CHWr s AbdoE L, Kuhlenbaumer & D
HA RTA 2 NZEDSNTIT o7z, MN DB
B2 CiX. American Association of
Electrodiagnostic Medicine ® criteria® iz &>
& CMAP amplitude o 50%LL_E® reduction & b
T conduction block & ¥ L ¥ L1z, E7/E
WOFTRN O TFHEIND segnent (IZ—ET 5 XM
JRZEAN MRI 1T CTHA H 372 b OVIZRHELE & 20T L
75, MCV D{EF. conduction block, MRI STIR
B THRRIBEDS 20 T & (3 HERR Lf:o EAEIPN
BFIZIE, Airlie Hous criteria [ZHRVWNTERERRY
R L s d, OFF 3 EALIZB VT EAES)
Za—rr L TOEER = o —u CVEEORKRAT
Adbs, OBEILIREBE6-1278%
B TEELTWD, D2 22WTbOo0R%
ALS L2l L7,

C.HFoERR



33 B HIREFIZ 9 28 neuralgic amyotrophy.
3 A5 MMN, 5 BIDSZEHMESE, 2 2
Charcot-Marie-Tooth 7. 1 B3 EMEIEEIEE. 3
Bl EE == —n REB LB SN, o 10
BN UL CHIBEF O R BELA CIIr e ERZ RN E

59 (), £l TRERE (v 77V rkE
FREIRIE with/or AT w4 RoUVRERE) %
TLTc, 2055 36 TIX. FO%ME(T LiESR =
2B UREBOERBKRBER LU, 26 TIE7 41
—BRFRETH - 7225, o> 5 BB L CIER
DOEHEEEZ/TZ (), b 5 FNITESSRE
KR LHREEDOEE, HEHEOSM IT—ED
LRV A, 28 CRBEICAREE DR T 258

T, MREEFOREICCFIROEE LR D

(F).

D.E&
BEFOBREBEESICY T E o9 B miERID
FERDEIE %/ 7 5 Blix, ZOBEKE, E54E
FHORERT R & 0 EEHENT O MR ~ otk
DEELEZOND, REBENEDTH 727
BEMED O £ DFRBICRERIGOBE S 2% 2 b,
IR & e 72 W43 brachial plexopathy,
FRRRAR - BUb iR #ICBRA L7z MMN 72 & L Bifig4 5
TENRTED ERbhiz,

EfEi

Rl LR OHFEREEF L, BEFEORBHEAIC
HTTE O RVHRIRMEGEBEIC OV THRE
L7,

CARETIT, T ORBICRERISBEE Lz o
BEENTWEEEZ NS,
cGEFRIEOENEP IR I NS EAnb b, ALS
72 EMOMREMERED D | AR BRE A BB
TERTAIEELTTZLAEELEbh 3,

9%:

neuralgic amyotrophy

108i:
BfFEBIBS e

REFEIEITH

F§ | AR | £ | HESIBE |[CB.[Fapp. | |FCVI | s | ULDS
“ 3 . N

7 [ET *2 4 *5 8

S3F () | 3EEL, REME | () ) (+) | Ivig | 3—2

74M ) | EfE -} Q] (+) (+) | Mg | 2=1

75M () | B ) ) (+) (+) | Wig | 21
SP

57TF ()| e (+) (O] (+) +) SP | 3-2

72M () | ) Q] ) +) | Wg | 2—1

*1I MRISTIREICL S8, BB ZEOBERRONSE Smmit L)

*2 conduction block : at least 50% reduction of proximal vs distal CMAP amplitade

*3 FEMBE<60% *4 FR Max.conduction velocity >60m/s. (at Median and ulnar nerve)
*5 Ivlg ¥ -globlin KERBES R, SPRF O K/ 3L R 5% (Methylprednisolone 1g x 3 days)

*6 upper limb disability score; O:86FEK, 1-MRERGRIMAL, 2E RICABEBL S, MERICANEET

DLONBD, 12 TOERINBHEET S, SRLMHE (225 FH1287 5 OT40—)

F.3CHR

1) E Nobile-Orazio, et al. JNNP. 761-766,
2002

2) Personage MJ, et al. Lancet. 973-978, 1948

3) Gregor Kuhlenbaumer, et al. Neuromuscular
Disorders. 515-517, 2000

4) Olney RK, et al. Muscle Nerve. $225-229,
1999
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WUEE DA E (ALS) ORMNIELE TOHM, =OICAEREERPS L URZZETO

B, BRI 5 ER TR

TRENCEDETOHME DT Lic. HRCALS LT L7 1604 (Bt

100 44, 2t 60 45) %Rl TR EARED 2 BRI/, FIENREWIEEMEIZ Bl Escorial #hR (REEE) & El Escorial
YGTHR (IR OFERWEERZ -, 58, sHERETRA AV - El Escorial &Tﬁ&@ﬁéﬁ%@%
FANTH, BWHCES S TOHMEENET D 2 LN TX oz, EFPPSBEREED O EREES2 F
DERBECHERISENVCOAHAICH Y, FHIARERE LB, YR E codiFe ﬁLﬁ@ﬁ%’b iz
DIRMNDIEENZ 0T, ALS & RHRSHrT AICIEREERES 2, FSMER M~ O EET o2

HETHD LB

A. BREEH

ALS ORENCE D E TOHMM L EBAKRFTR % El
Escorial #hR& AR A 2B L7z El Escorial
SETIROFTIHRETERER AT, (T HADZERIE
FET B DN T RS L=

B. BfgLhHHE
1990 51 A~2006 457 B £ THRITRMT LI ALS &
F1604 (BHE1004, &iE604) %, DituRy
ENTHHT U (B T3 CIZRWs 2ol BAVIE
BIEREL) . 1990 51 A~1999 412 A % Tl ?_a’/l-,ﬁ'b
TBEARIEE 1174) &L, REENEC
Escorial #JiR (definite, probable) % RV /=. 2000
1 f~2006 47 A £ COBEIHLIE U3 4) &
L, BWNCI3gtrERpTRA A 72 El Escorial 3
EThR (definite, probable,
probable-laboratory-supported) & FAV Yz, F72M
B BAREENOIZ XV bulbar Bl L 1imb B & (2 XBI)
L7

BlezEE
YRR RS2 U2 - SR
LWV RN T 4 -OOIER & Lz
O FPERHERDHBZINCE S £ TO2HM
@ YESEREED S EREEES 2 E ORI
@ VBMERHED D YRS 5 E TOHIM
@ HEFEEIERDRENCED ETORIM
ISR - BHRE bulbar - 1imb BUCHERET
L7z,
W, O~@IZB L CTITALS B 160 40 5 bl
P CORBED IERE TR CE 12 93 44 (Bl 64 4,
29 4) DBFEETIZRIC U
eI EN T Mann—Vhi tney U MEARMER L7

C. WmR

O VTBERHERD LRENCES F TOLEH
2EE 1604 (BM1004, 2otk 6048) DOIEFAE
(D) 1X59.4 (11.1) FTholz. FHIERA]
“Crd bulbar 473 39%, limb B3 61% Th o7,
PWHIEA T CTOEIHRM D) 1k h—& A TIERT
HR¥12.418.2 7 B, %88£14.56510.5 » A LER
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X1 HPEERHEOBWNCE 2 F CoRif

@ WBHERLE O R £ ORI
YRR E TORBEMNIER B C& 7-B# 93 4
(RYIEE 50 44, HMARE 43 4) &Ml L,
JEAF (SD) 1X61.6 (10.3) FTho7-.

=2V CIIETERED 5.7 (6.6) » AITKIL, %8
FETOT7 0.1 »AELIER LTV, BHT linb BT
VIRTHIRE 5.1(5.5) - A, #HIE11.5 0.9 » A&
AEIER LW, $IfE2Y4E M s T A5
BHEMBEE D 1 FELNICE—I BB bNDA, %H
FECIIBYE 2 LI HID T2 DEIR 13 < 2
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%1 Patient Characteristics and Treatment

Patients, %

Age 62.7£10.4yrs

Disease Duration 60.2+45.6ms

Gender Male 61
Female 39

Type Sporadic 93
Familial 7

Staging Classical ALS 48
Bulbar 19
Limb 14
SPMA 13
Probable ALS 3
FALS 3

%2 Patient Characteristics and Treatment

(cont'd)
Patients, %
El_Escorial Suspected 1
Possible 9
Probable 8
Lab-Supported Probable 14
Definite 59
Type of Medical Care  Outpatient 61
Hospitalized 19
Home Care 20
Tracheostomy 39
Rilzol Use 48
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