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HIRREE PR . Mentation:consciousness alert.
general information normal, disorientation (—), loss
of memory (—), dysarthria (+), Meningeal sign :
(—), Cranial nerves : 2. visual acuity normal, visual field
normal, papilledema (—), optic atrophy (—), 3.4.6. occular
position normal, ptosis (=), EOM full and smooth,
diplopia (-), pupil 4 mm, light reflex prompt, 5. facial
sensation normal, jaw jerk hyper, mastication normal, 7.
wrinkling forehead, closure of the eyes normal, mouth
corner symmetrical, 8. hearing normal, Weber midline,
nystagmus (—), 9. 10. gag reflex (4), movement of
the soft palate bilateral poor, hoarseness (+). 11.
sternomastoid and trapezius normal. 12. tongue straight.
protrusion poor. atrophy (). fasciculation (+), Motor
weakness (+), grip power. Rt 1 kg. Lt 4 kg
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MMT Rt Lt Rt Lt
Deltoid 3 3 Iliopsoas 5- 5
Biceps 4- 4 Quadriceps 5- b5
Triceps 5- 5 Hamstrings 5 5
Wrist Flex 4 4 Gastro 5 5

muscle atrophy #H5ERT (4), fasciculation %8 -
T« PUfiEHH (4), muscle tone normal, involuntary
movement (—), Coordination : diadochokinesis (—),
finger-nose-test normal, hand tapping normal, knee
tapping normal, heel-shin test normal, Sensory touch,
pain, vibration and position normal, Reflex tendon reflex
jaw jerk (+). biceps (+~2+). triceps (3+). radial
(4), knee (3+). Achilles (2+). Pathologic reflex :
plantar respons bilateral Neutral. Chaddock bilateral
(=). Hoffmann and Trd mner bilateral (4 ). Sphincter
disturbance ()
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MmE: WBC 6160 (Neut 56.0, Lymp 32.0, Mono 6.7, Eos
4.5, Baso 0.8 %), RBC 48777, Hb13.2, Ht 40.8, PIt 25.5/7 .
44k%: GOT 19, GPT 16, LDH 141, ALP 143, y-GTP
19, chE 3787, CK 88, T-Bil 0.7, D-Bil 0.3, Na 144, K 3.9,
C1 107, BS 89, BUN 15, Cr 0.73, UA 5.5, TP 7.0, Alb 3.9,
Ca 9.4, IP 3.9, T-chol 167, TG 94

HiIfm « %3E : PT-INR1.06. o« PTT 35.3

%5 ¢ k12 mm /18FRT. CRP 0.1LLF, $iiAch-R
0.2>, TSH 0.220. FT3 3.07. FT4 1.08. RPR (-). TPHA
(). HBs Ag (). HCVab (—)
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WiBea i, WHEERT, NMEEKE, KBEPUSET, AiSEE
ffi Cfibrillation potentials, positive sharp wave, =R/ «
LM - BFRIR R 2589 % .

ZDHORRIE ¢ EHIKIE BRI ERGEIR, BN & R ALE
B2 —0 YEIEO BT, #FHEX Tmult focal
motoer neuropathy /RS (&7 10 7 28D T,
FHEE X TR R b 2508, e ISR e
L2 Uz, 94k Criluzole 100 mg/ H % BikG L 7273,
Z DBIER TR AT Uz, FIE24 7 A SR
PEHPHOMNE, 25 r HEM L EIZNAMDHI U,
FRE27 r AN S HP O E S HRE L, GERIERA
ICHEL U7z, F8E42 7 AICA D, 13BHCEHRS B #imh
AN T BRITIEIEIR AN RLE T > To. [RIH 173057
ICEN T LIRS, OHEIIRRETH - 7o 72 4B
PEEEBANWEE E Nz, WEIC X D —K E R RS
L7z h 3 H 16153770 /KR E iz,
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HIMATR TH 5D, HE170 cm, {AFE42.2kg. AR
T, EEICHZENMERD I, FHCHEE - EEGH
oML (RERRAR, RHRH) IS TH - 7z, IME R,
1460 g. RHEAYE, FRICHEBITENEM L Tz, 55
TlE, IROZEHFDEHTH > 720, BIRIE KRz
NTH (K D). HiioHm T, aifilsnZEEL T
WiEh, BRI I RN TVE.

R, B 56 R A PR e o 2 BH 7% 24 -
Bivg e 70 A — X728 (X 2), e 240
BRUOHHABE D22 > Tz, S Emic ¢,
A A AR AE I L € 5 B MR O M RE B N B ALK
iR . HEREE OBIRMNZME, KMEEICE T
BXU, #EHIEE T, N VHITROBE D EHT
B o o, BEIRN R (BRPRRGE, it 2 A, ALSO
KIEBENINT &, FRIERD RN &) 25T
DLy PR R B, A TE O i Z e 1 (I 2R i AL i
(amyotrophic lateral sclerosis: ALS) & #Z#r& Nz,

AFITE, HEARBRICGERNGRED M ZRD 5
—77, BORER BRI, BREE), #ARNER
CRIMIERRR), B bR CEaEh s MiEL), ARBKE
TR ERA R (BRI £) ICIZ B R 2RO T, 5
PEALS O MR 7395 22 73 A 2 R LT Tz, [ifRIYIC,
R - LRUHENL O JMKT - 2k & PR AR e
MWENTH Tz, TSN T B X DI, iz
R« ERCPREL G (kR TEETH D, HhbRTA
PRI O g X 3lE, MBEL NIV TEETH - .

kB, PHEHRRERICDHD, MEEHEZEET
FAMICEMMEZEZR L TWED, Thid, i
HICR SN AR EIK EE Z 5N 5. HlEds
FATRTIE, i (72245 1 49320 @) ICIZ &S 2R D
TR, Tz, B (155 F118 @) I d 2 MR
EHGE, HBF (1150 @) I &/ NEROIEEEE R B & 8,
VA ZIREEN R E Nz,

FERNE, BEPRFEEE I L, ALSIC K 2 MG 25he «
ARRCREZIR DN > T2 Tz DDA LE Z 5
nr.
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1. B ZEkE IO R CAE

2. KB (fe245 1 45320 @)

3. [Ta v 71D H/NEROMEESE (1150 2), 2) B2
PR E5E (F2155:45118 ), 3) S - ifit (55 g)

4. ZOMOPTR D BUEELER 2) LB EERE

EEXRS

AN ZE R R LAE (ALS) &# 2 5Nz,
T T TRALSIC D W CTHER L 72\, ALSIZ 1874 4F
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B 1. RO NIRE. BRDNK RN TV D DISHAN
TURHD, mifdZ=E L, RSO0 (Ft) LI L T2
(CRED.

2. FAREATARRRR. A Rl O 2 B 1 23 - HivE &
TVF =2 AR %.
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Koy )ba—lic kD, PO TH—FEELLTmH IS
Nz HAFERALARRICHAE L, ARFEIE2-6/107 AT
5. d@E, —MFROMmIMKE T EHZEMTHED,
gl BB, X SICH FAOC K S. Z O RIS BRI,
WEIL R RE AN O, 0 A - $UEORGHTIET T 5.

MREEIRE LT, D BREEIR (W R, Mk,
2) b= 2 —v B GEPERED), 3) Fhi= a2 —
T B (ot Ph R, SR, RRAME R A, PR
R 2. iRl e LT, 1) O &t MEER R
(progressive bulbar palsy), 2) O & 7 J& 3§ Ml 2% fiff
{b3iE (primary lateral sclerosis), 3) 0 7% & i i
17 M 1 25 % JiE (spinal progressive muscular atrophy,
SPMA) LU, DLEDORTZEML T, EHj=a2—
1 > EE (motor neuron disease, MND) &1 5.

ALS Of2M#e LT, DIEREEN RN (2L,
RIGEMEDOHICIIBRRIERE Z 2T XA THhH5),
2) EEERGREE D R, 3) AN T E RV, 4) IRERHE
FhfEEN R, D4EEDD S.

FRZEHEMEIREEE O & LT, 1. HHRIALS,
2. JRZES ALS, 3. FKIEMEALS (FALS), 4. #4478
ALSD4RINH 5. TDSH, Familial ALS (FALS)

FALS 1A D10-15% %2 5 &, K E 5T A Cu/Zn
superoxide dismutase (SOD1) T&H % Z & HHA S i
ENTW5S. HHMYALS OFERT & LTiE, FALSO
X9572SOD1DOERE W &h b, BEARL AL
TIWEIVIBHEENEE LTS EEZLONT VLS.
Iixbb, BIEAMLRICEKDI FaY R 7DNAD
BENBT O, MEEHIESEICES. £z, ALS TV
VR IV T 2 AR—Z— (glutamate transporter,
GLTD) OIMEREIC BT 2FHEMETL TV T L,
GLTI-mRNADEE Tyt y v v T EED TS T
END, JIVEIVIERED EANET, ZORER,
FRSHAZANAND 2L T LA DEINEB T O, Akt
MBBEICES L EZBNT WS, TOHMAEZE &I, 1D
TR I UEOWEEEZHE L, 2) NMDAXZA{KZIE
B IISERT U, 3) MmO A L 2 F v 2RI,
GEEMKIEIED > 7 F IUREEIC/ER LU it iR
I < VERZEET BNV F TV —=IVRILEYITH
BV =)V (g s VIbTw 7) BRI N, R
MBRTE, VLY —IUERBHEERNE T T B RBRC
LU, BHEHEROUENZEH LN TV 5.
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