&S @RI R BB SEA R BRI R (BRI B T RRT R 3E)

R FE R E

HiE - HRBERE LT HHTREICHT SRy b - UNDBRUIR

MRIEF SHEZE MITBEABELRREEESREZRNAR - UNE

MEREE

WITHEE LR LI - R BRAE I L TRy b2 —Y HAL BHEA 2 AV o R v
ke UNBERLT, TOERBIELENT Uz, B 1VEFIL, 57 5. &tk HMMEmEEE
JiE (Kugelberg-Wellander) 3, 2 2 FEFIIL. 54 7%, &Mk, HBEMET R b o —BF
ThHotz, @Ry b UNE, vl y b A—Y HAL &80k 2 VT, 40 o 05173l %
i Lz, WTFNOREF S, BITIIBENC S TRITHE, SIE, BEEEEL LIEE
DWELE 1T, BFFEIL, ol y h2A—Y HAL @A Z B Wz Ry b U T, R - fF
FREEZRRETOHSMTEELUBETL2DROHDZ L EHALNT L,

EEAEE

Ri RiZ (BimEEBESFERATR)
BOo &= (AesERED

A EF (RUNEUTF—a )
EA A (FL)

NE =7 (AL)

#HE EE (AL

#mE % (AL

ZH #E (AL

BEHHBEAF (BL)

B #HF (AL)

o O

A. BIREH

ARFFEIE, R - HRAZRERE L T 5 TE
oL TRy b A—Y HAL B4k 2 Az
aRy b UNBERL, EOIREHREEZBRIE
THHLDTH D,

B. MIRAE

KEL, MR - HRERE 2H ThoT, B
TIERIL, 57 B, &tE, FREGERE
(Kugelberg—Welander) BETH Y . & 2 FEFIIT.
54 5%, &k, HIREMT A e T s —BETH
ST, BELIEFIZ, FITCEVWLT2ARD
Lofstrand £t &2 L7z, &5 2 FEGIIX, MEATH
ARETH > T,

2Ry b A— HAL R4k % BV T2 AT I
X, BEITEERSER LRSS, 40 5HEOF
=y A DY

BATRENTIZ, T A REE AW BE ST L,
SRR &2 AV CER U, I E 2 3
AT, U A ¥ L 2B 3 EiNEE R MVP-RFS0
(MicroStone R SHED % F\ 2, HEELIC
VNV S MR SR FICER AR L, =
EINEREE R, mitk. BT, AAITEOIMNBEE
ERBERE LTRTILENTED, 20OKEK
IRIE . ElESk % o R v b A—Y HAL &HLH % F
W BATRIRRT R CTHB LT,

I b OREEE X, HAL ¥ER#%O 10m
BT % 50 U CLLBRET LT,

(T ~ DB IE)
AFEA~OBIERL, £TEALEIT, A
ERORHEEST . FROBITICL, ~Lvs
*EEEUFT 5.

C. MEHER
WPNORERFI S, 2Ry b A—Y HAL B4 %
FAWTEATRIRRIL, FIBRATIC e~ T BT EE,
BE, SEBEMLE (R1, 2), &bz, 3
PRIZ VL, R RIRIE SR, AR DK% 2738 GR
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£1. B UVEFICET 2RKERICR T 2517
WE, SR, BEOLE.

£5. FLVEFIIRT DIREATERICE T 2517
hY—s Al OEE) 01k

TR BT 15 #% JE I H (mHz) TR RN Ta R
HATIREE 20.9+0.92 31.4+0.21 EH 4.395 4.882
(m/s) EF 1.709 1.892
g 42.1+0.42 49+0.28 LI 1.770 1.892
(cm)
B 49.6+2.90 64.1£0.07 £ 6. 5 2EFNTBIT DIRFERIRICB T 54T
(step/min) He—s B OnEE) o2k,
JE I (mHz) TRHEHT 1R %
R 2. 5F 2 EFNCBT HIREZICET 55T Yiav 0.397 0.549
WEE, AR, BAEOEAL. +TF 3.387 3.926
TR RN 1A% ATt 0.214 1.009
AT 55.8£0.14 58.7+2.33
(m/s) D. &%
g 51.4+0.49 52.8+1.13 PR R, TRB I OMBH KT+ E
(cm) He L THITRELRET D5 0880, BITHE
K 108.6+1.34 | 111.1£2.61 IR LTIE, UAB Y F—3i g U RERIIC
(step/min) EHET 5,

F£ 3. B UEFNCRIT DIRRATRICRT 2517
e — 2 R () DOZL.

JE K (mHz) TR HEHT 1R HR%
EhH 0.793 0.549
ETF 0.793 0.549
ATt 0.397 0.549

F4. B 2EFICRT DIRRATRICEIT 55T
e — 2 B (FBEE) DOZ(L.

JE 4K (mHz) TR R TRk
Eh 1.709 1.892
ETF 0.916 0.977
EIEES 0.916 0.977

KFZETIE, wRy hx— HAL F4EF %
W AT R 40 S RIEM LT, T ORRE, A
SEDBAT S H — 2 R LT BT, A
SR, BRIRIER, EWRAIHE L L B0
WL b D L, T OREHEORFE. &
B, ALDICTREMECH D, Sk, R
R E OBITREEICH LT, BV IR R A
BERF DR b ) OB R BT
b5,

E. #&

1% SRR A RIE LT B BITEEICKT S
2Ry b A HALFEHER & AV 7o IR R 2 R,
BITHEE, SR, AL RKRIRBE, BE#EO
R TH-To, ZTHOEMIE, FEOHH LT,

F. fEREkRiER
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1) Takata S: Longitudinal overgrowth following
circumferential periosteal removal of femur of
developing rat. ASBMR 35® Annual Meeting,
Baltimore, Meryland, USA, October 4-7, 2013.

2) mHAE ZES, HIRER, IS, £k, &
BIE. MKES. TRRERT. BKE: HRE
B2 Na 7 —BEIZRT S ERBE ORI
HEOEIEAY NE Y F—3 g VEZEPHES.
LRk254E6 H 13A B 15H. B

3) mHEIR, ERES. LEEHh. k.
EIELE. TRRIER. FREMT. RkE: T =
VU XBFHEIA bu T 4 —BEICBITSENR
BFOEME. BOE BRI ANAEY T —a VEFE
RFMER. FRR2SFE6H I3ANO15H. FAUH

4) BIRFES. RHEXTF. & HE S MAET,

JIEFET], IFNOH, BT BFHRAT
R U X AFEITI T B MR R OKE
HFEE -8 F K ElastographylZ & 2 AR EERIE D
FRIRIS A~ EORIAAR Y NEY T — g VES
SFNES. PARSECHISANDI5A. BAUHE

5) mHEE R, BIFEE, L, IAEEh,
BIEE SR EHIEICRT 5 HERELOF
BEORM. FEOEBRARY N ALY TF—va VE
FRFIWES. FAHSF6AI3ENDI5H. K
i

6) mHE TR, HRFES, mELE. G,
ITHEEH: T M RERE BB RO 2FIETER
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vV T —va VEERFMES. FA26F6H 13
HH»5H16H. BEER
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UNEYTF— 2 BT EEBREDER
FHE. FBOEBARY NEYF— g VEEEE
S, Fri2sE6 A13HAH15H. HEE

8) VLVaHH, &k, WEHME(E, SBtE. &
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R LIZBEOEEEIFERORE. H50H
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254E6 HI3HE G150, HIEES

9) = HE RS, BIFER, KEET. BB,
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11) SEEZER, JIE =5, #A B, B
EE, EH OXTF. B0 B4 By ROCA
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Rimmed vacuole BHEFIE S 4 /35F— OMRV) [ZHBITAHAETOERZRBIZET HHH%

MEHiEE HPEF SREMXEHERE 248
HMREE

Distal myopathy with rimmed vacuoles (DMRV)IX. #M2fiBEES M2 2T A B ENL
RETHY, TOEKRBIIFSMOATHARY, £Z T, BHOKBANBIEFRETH -7 DMRV 5
BHZDNWT, EHBECOHIIOFEE . ONE BETEREIIOERE X OFEERBIZ LBRE L
7o RIETHEORWHMETH S, LB EA - FEMESHEE. KIREHEE - RIRNEH - #EE
O ININT N OEF THEITHICIE T T A0t L, KRGO BRI D T — 1,
BETFERBAR, BEFRIIZOEN R EBRN—ETHY | tMOBERIZERT AR EEZD

N7,
A. BIEER B,
Distal myopathy with rimmed vacuoles (DMRV)
I, BB ELSA Y BT A B E K C. KR

BTHY, TOBEARRBITFESE LTV,
Z 2T, REINC D 0 SR T OHERS 2 B T RE
ThHoZHBRENZOWVWT GNE BEFEREAMAE
K ORIEFEBN, FHHOH KT OHB LM
L=,

B. MIRAE

FERERF 25 M~ 36 B OINEHI Tt 24, B
14,8 L OFRER 31 5 ~32 ik CRIFAFIE D H
DM 2 41ZONWT, FIRRKED bR RDE
B ¥ COHM (10 F£2>5 19 4F) ([ThE{T S 72 F
— BN L DS HEEOETFH T X O
RBE, 0~50FEBCIHMEL, BRBEKEIC
FOWBE R L, 5T, ONEEEBETFOER
BALIC L HZER (V572L B LU D176V HREHE
D% 1 IR, D176V compound heterozygote @ 3
B . £72 2 ORRMAFIERE L 3 ORABEHD
EZRIZOVWTHHRE LT,

(¥ mE~DELE)
BHAFHMILEZBROBIEITAS & LTITV,
FERICONWTIEZOREZZEIL T 4 — Ry
7 BT o, THMEEROARIZ, AABKEET
ERWRILRDZ L REZ, XBICLAREL

GNE mutation DFEHEDEITNAD LT, K
FRIVEEFS T RAFBEOM. F 1 A3RIz TV,
D176V/Y675C compound heterozygote @ 1 D7,
FEIE 6 SFEE D D RERMHBEOH K TAR bR,
R IR R 75 B 03 ELBRROR HA PR £ 7o L B e R 7 i R
BB R 6N,

FERED B 10 ] DR 2 i L7o b D Tid,
1) V572L homozygote vs D176V homozygote
WZDWTHE, VBT72L Bl TR T D@ A &f1c
BIRT, =A% - RIf - LRE=EH RN D
R 23 b ATz,
3 BHZONWTIL, EIE - BEOENHD HDD,
D176V/Y675C compound heterozygote @ 1 f5LL4+
T, BREEOREETBRRIIRAK TH -7, 3) 20
RABIE - 30 RAFEEDHE TIT. AFEE OHEST
WRIZH L REITIR OGN -T2,

2) compound heterozygote ™

D. &

DMRV 134 R R BEE DM E BT D03, TOHE
HIZTRATH D, SEOBRFTH., GNE EETFE
BERT- PRI L D HEERR Y — T
T DRI RBEDHDDRMD
ERICLB EEZX DN,
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MR T OEE & EVVEADS R b,
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Bloo 141 ERPR#RE, 53 : 551-554, 2013

2. H. Sakamoto, M.Hirano, M. Samukawa, S.Ueno,
S. Maekura, H.Fujimura, M. Kuwahara, Y.Hamada,
C.Isono, K.Tanaka, S.Kusunoki, Y.Nakamura.
Details of treatment-related difficulties in
men with anti-N-methyl D-aspartate receptor
encephalitis. Eur Neurol 2013, 69;21-26

3. M .Tanaka, K.Park, K.Tanaka

Reduced fingolimod dosage treatment for
patients with multiple sclerosis and
lymphopenia or neutropenia
Mult Scl J 2013;19 1244-1245
4. Y Hachiya, R Miyata, N Tanuma, K Hongou, K
Tanaka, K Shimoda, S Kanda, A Hoshino, Y
Hanafusa, S Kumada, E Kurihara, M Hayashi
Autoimmune neurological disorders associated
with group—A beta-hemolytic streptococcal
infection Brain Devel 35(7):670-674, 2013
5. S Tetsuka, K Tominaga, E Ohta, K Kuroiwa,
E Sakashita, K Kasashima, T Hamamoto, M
Namekawa, M Morita, S Natsui, TMorita, K
Tanaka, Y Takiyama, I Nakano, H Endo

Paraneoplastic cerebellar degeneration
associated with an onconeural antibody
against creatine kinase, brain—type

J Neurol Sci 335 (2013) 48-57

6. S.Nagayama, Y.Gondo, S.Araya, N. Minato,
M. Fujita—-Nakata, M. Kaito, M. Nakanishi,
K. Tanaka, H.Yamaya, H.Yokoyama, K.Nakamichi,
M. Saijo, K.Okamoto, Y. Toyoshima, A.Kakita,
M. Matsui. Progressive multifocal
leukoencephalopathy developed 26 years after
renal transplantation. Cli Neurol Neurosurg
115(2013) 1482-1484

7. BRETF B OB - BE St
BIRENY FT v 7 FEERE. BILE D,
306-314, 2013

8. HHET BEHEFICHIHEREE W
BE%E 10 R RIEEE KRIRE HIREE
p. 2256-2258, 2013

9. HHET ZRMEBLE SHOBEERE
EE WEE IR KHEZ/KE B RE
FEVLE 2013 pp. 744-747

10. HPEY FEEEMBERE S BO#
AR EIRRIES AGBHPE, SORRIZE, 1B
R, 5RE—, WH K BTE ZA & E
#ERL 2013 pp. 521-526
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1. K Tanaka, et al. Effects of the CSF from
anti-NMDAR encephalitis patient on the
cultured neurons. 65™ AAN Annual Meeting San
Diego 2013.3.16-23

2. K.Tanaka et al.Immunological profiles of
the CSF from the anti-NMDA receptor
encephalitis patient
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BB ORADO ~T ¢ (LGMD2B) & Bk & Ba1% #7 ZHEIE (BSMA) ~ HAL {EFICB S 5 B%E

MESEE EER REKFEFERR #REARZE &

MRES

ERTF BEPE A ZSHEAE (SBMA) BB, GEALAL S A4 XF— (LOMD2B) BTt L, HAL #% - fpi
R FEATT LV (HAL-HNOL) ZAWAIT7u s 5 A% 40 4y, 9EIMEIT L. MARIET
OHAT, BEAEEIER R Lz, 2EME b 2 5FHT. 10mBTTHRERL DN
7278, Barthel index [ZE b Lo, £, HAL-HNOL EFIC L AEEELIIFRD LN
pinotz, 5%, hoist DHRDHITT BT T AEIT\V, HAL OFAMEEZH LM LIz,

HEHRE

BH—Eh GRRKE #HREART)

0o A, Rz, BllaA, sRES, B8
E—gp, =N, EEER. REEH GUR

RFE UNEYT—T 3 vE)

A. BIREE®

(AR - e B A D MR - R EERTIR
BIZK L TR SN TEESR e Ry b, HAL
PR - BHEER TRAET v (BUF HAL-HNOD) %
EH, FIRENTIGRENICIEE L, U
a2 2 LT, HEMREHNETORE
DOEATHIH D) & OO T T, RIGER
TITRBRRETIE DX G AEF D3 HAL-HNO1 % 45 #1[H
FIRENCIREANCEIEE 5 Z LI L AT HE
PHREMHAL, BHEEREMEEFTMTH L
FEHBE L,

B. MIEAE

TRBRRRREA [ EMRE - BRI B OET
MERED R E2E D D OF - R ERES, £
FEMETHEE 2 e — S Tk
e R » b (HAL-HNO1) 12 B9~ 2 EFill 858
“EHBRE L TOSITHEDR T S EE
BB SR 0 A4 —N—REBk | OIEBRER
FEEIC 5T, MBITFH MR - HERR
BIIBITBBITAREREER T HBREEXIRIC
Uiz, SREERRZ L, BRINEBICY T E

LIRWBEZRAT, FHEE B 13F 2R
BOXEFMER & LT 245MBITT X b ZE
WEHMBEE & LT 10m 177 A b, BEEHHIZ
£ 5 EBESHITIE. EREFEEIC L 25T
fili. FEE#5 /17 A b, ADL #4ffi (Barthel index) .
HAL-HNO1 D FIIZ B9 2 BB T HE 21T - 7,
LEFMHER &L LT, BEEFROFEERD,
HAL-HNO1 OREEFEDORBVRNL, FE, MmE.
IR#A, 12 FFEOER R, HAL-HNO1 OBEE =
2V 7 (=T —BE) E=%—L1T,

hoist DFA (JREEHA 1) & HAL-HNO1, hoist [RIEF
A (REH2) 2 (FRTodz) IEICH
TL., FIREHRI% CEFME T % 4 5,
AT 0 7T S3kEE 1[E] 40 43 C, BIRFH 9
EDRBETIT D, BIRELE, BRIMEEER LU
LRV, RIEBHICE., EABSEEEE, R
Y a— VIBEEEOFMITIABREREEER &
OFRBFIEEDBEY 14T o 72,

YBE TIEERFREMERT ZEME (SBMA) B3 1 41,
AR I A %F— (LGMD2B) B 1 Fl2SEIR A
YR L, BRI, EAEA
AL RENE LT,

(REEA~DERE)

HAL-HNO1, VRBR EHaEHEE NCY-3001 1IBUE K
FMBRE ERLEZEMAEEZESTE
FEN, FRE 254 (20134) 7 A 16 BICEEE
5 E-07 TR Iz,
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JEA& @R R B SR R RS IR SEH S (A TR BRI 72 )
iR sEER s

C. IRHER

2 B OB AT CY B 2 R BEEC
7257z, BSMA D BEIIIRERBALARE, BEEE/ B
VB CHITRPRB IR T BB A ME D
ST, BRI 2 (HAL + hoist) DF —ZDHT
BB, 250WHIT 8T 30.46m, %  28.61m,
T, 10m#T : /7 14.89 B> (20 #%), % 13.15
(20 &) THITHENL A DLz, Barthel
index I% 55 J—55 & B{bAR Do lz, EEWN
TAOBENEEICEE L, BEIEE TO FIM
score T3 mhb b RICKELZ, B, R
MEBRIZE D TH., Bk EDOEBARICE
2 HIIERAAS 1 R & > = LM RIRE R o T2,
B X A F — O BEITIRERBAMGR, B
ITARER LSV Thotz, THb bbbk 2
(HAL + hoist) DT —F 72T THDN, 2450
AT B 59.68m, % 75.80m, T, 10m#{T :
A7 8.88 ) (13 #%), # 7.64 % (13 &) THlZ
WENR I BTz, Barthel index Ik 85 /—85 &
BRI o Tz, b 4 BIED S HIEK T HIZ
“BHTHE X CWIBT & EEEOBITRTEEL <
LEW, HESHLRo7” L “HAL iz & 0
EFETOBRITAA—TVRERLZX ST, 8RN
BELTWT EEILZDICRE R EDFZ,
ERIZHETERE LELLITHS, 20 HE
BRAEFRIIH NPTz,

D. ¥

WD 2 FEF] & b O MR T HREHT
ROWY H L THBREES, Wbwwd LT
VT NTHBIT TR o T3 HAL 12 X 5 ik % Bith
THIE T, THRBHEEL BT D BITICE
L. BATROBBREE LD R0 HFERN
W Lz, T OBRFYWERNRIL HAL BIHE b#F
AP QAY

MRE - RBRE T, HAETEHO 29
WCHBE OBEEEE L, MTHERT, 747
VR (BITR) KT EOBITOERED B2,

HAL #EIZC LD EIT 5 2 &L TERRERELZI
%, BRPASHE B & (R 72 & OBITERBOYEN
RO LNz, T b OFRIT HAL 235 71K TIC
o TAL D (EH), BEo) REERE(LE
flL7elebeEX D, b HAL IZ KB H KB H
EEFIRL, BEIRT SR NEMA, #ERDIE
LWHAT, BBEBEFEIRILILLVELR
TR TH DL Bbid, BSMA DBEETIX1HE
IR ILIC XV —RIRBITERE DOE(L
DHHNTND, BEOHENR L &R
AT, B HAL 12 X B IINMNET
HAH, BIE, IBEY 1 2ETHTHY ., hoist
DH-TOEIEFE LR, FET 5 Z L NEET
HD,

HAL-HNO1 5 D1 T X E = & — 7% HAL A&
EOBREIZOWNTEY | AR LHEROW S %
FRFCBE L, MITT 52 LR REHER
LTHRLVY, iPad ROEFEHEE = 7 —|[THITIR
BLHENYFFICE=F—TX5LHRTR
LT D, AL EFMIZOWT, BITD
Barthel index TIFMRHTERWVWELRH Y, Z
& IEREZ EBBIZFHET 2 B OFIERMLET
HAHI,

E. #&#H
EREREMERSZENGE (SBMA) B, BRI A
sXF— (LGMD2B) M F @ 2 #] T HAL-HNO1 &
hoist Z W= HBIT7 0 /T A &fToT=, 26 L
b 2 HABIT, 10mBITCEER R LN, &
#%. hoist DADHITI v 7T 2 &ITW, T
T LRI CEIE L HAL 255510 X B B THED R
B NT LIV,

F. RBEERER
Bl
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Yamamoto F, Yamaguchi T, Tamaoka A. Case
report; a case of anti—glutamate receptor
antibody positive limbic encephalitis with
positive various autoantibodies. Nihon Naika
Gakkai Zasshi. 2013, 102(8):2057-9.

Iwata A, Nagata K, Hatsuta H, Takuma H, Bundo
M, Iwamoto K, Tamaoka A, Murayama S, Saido T,
Tsuji S. Altered CpG methylation in sporadic
Alzheimer’ s disease is associated with APP and
MAPT dysregulation. Hum Mol Genet. 2014, 23(3):
648-56.

Akamatsu M, Takuma H, Yamashita T, Okada T,
Keino—Masu K, Ishii K, Kwak S, Masu M, Tamaoka
A. A unique mouse model for investigating the
properties of amyotrophic lateral
sclerosis—associated protein TDP-43,- by in
utero electroporation. Neurosci Res.
2013,77(4) © 234-41.

Hosokawa M, Arai T, Yamashita M, Tsuji H,
Nonaka T, Masuda—Suzukake M, Tamaoka A, Hasegawa
H. Differential

M, Akiyama diagnosis of
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Guillain—Barré syndrome by quantitative
determination of TDP-43 in cerebrospinal fluid.
Int J Neurosci. 2013. [Epub ahead of print]

Hosaka A, Araki W, Oda A, Tomidokoro Y,
Tamaoka A. Statins reduce amyloid B -peptide
production by modulating amyloid precursor
protein maturation and phosphorylation through
a cholesterol-independent mechanism in
cultured neurons. Neurochem Res, 2013; 38(3):
589-600.

Baba 0, Yamagata K, Tomidokoro Y, Tamaocka A,
Itoh H, Yanagawa T, Onizawa K, Bukawa H.
Neuroleptic Malignant Syndrome in a Patient

with Tongue Cancer: A Report of a Rare Case. Case

Rep Dent. 2013;2013:542130. Epub 2013 Jun 18.

WEEA, AH—L WE B EF Rk
1TBRMEIREE A28 7~ Orthostatic tremor @ 75 7%
Fikf. EEREE  23(1):15-20, 2013.

Egawa N, Kitaoka S, Tsukita K, Naitoh M,
Takahashi K, Yamamoto T, Adachi F, Kondo T,
Okita K, Asaka I, Aoi T, Watanabe A, Yamada Y,
Mofizane A, Takahashi J, Ayaki T, Ito H,
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2. FRHER

PHE LD R B LA, SUEERT, AHE]
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Charcot—-Mar ie-Tooth §& (CMT) DABE.

RE @R BB SR B E R e FR (EHE TR B AR JEH3E)
izl e

HESEE IEE RBMFIEMKZILBEREV ST - FREE
HMRES

Charcot-Marie-Tooth ¥ (CMT) 1%, ERIRHY - BEMIZZERBRERETHY | REFDR
BEEITR OV, A, TAar e UBEEENEIRBEICKIETELE ZOBERIZOVTHR
B L7, 5T, YR T Rrave vBERE (20/ke/B) &, LERM E#REL, &5
AT, #5144 12 R, 48 (14) ® 3 E® QTRAC ¥ 7 b U =7 % AV - Bl R B 4
EVRBITCTEIMT1ABE A (B34, &tEb4, ¥ 49.95), RIEERE
Tik, RERT. LEREERE OB R & ERBERBMEE (Threshold electrotonus) TIIK
% 72 BMEZAL (fanning-out) & K+5F % RAOESREDTTEEDFT RARD T, 60 mAH (4
N B0FRLLE (4 N) OV 7 T N—T TOMETIL. AR o S EERETRE DR D UE,
EXFREREETRO - H 5% O fanning-out DREDOZELIX 60 BLL EDREFNIZ L D&
{HbNDZ EBRbLnole, TAANE VBIBFIIEICEEO CMTIA BE OMBEEELZER

e UNnEYT—La VITET AR

LS EDARERH D, ZOELOBHRITHABATIIRATL T,

HRTRE
BE BN RBFILIEXEFHE - 56)

KEBEAF (REFFILERBERFH - E&H)
B #H— (REBFIEXHRAR - B1#0)
it BFF (REFILEXMHENT - EEH)
=g #  (BERBXHEAR - #iR)
BO BX (BRBXHEAE - E6M

B 2%

A. BIREMN

Charcot-Marie-Tooth %5 (CMT) iX. E&ERHY -
BLEIICESERRERETHY . BRRIGRIEIIR
72720y, 2004 4217 Passage H A CMT1A D~ 7 &
EFNVZRT BT RNV BOBEEE LT
DOAFEMEZR L T 6 BN Z HDIZ CMTIA I
KT BT RN U BOBRREEBRBIT OIS,
bt MIKT 2B MEILSRSIER ST,
AEbhbE, 7 X 3L B G A Eh FR A
BICKIETEIE ZDERITOWVW TR L,

B. iIXA%
&, YRic T T R a L e rBER S (20/kg/
H) &, 1 EMUEkEL, BERT. &5% 12

TR, 48 BB (14) ® 3[E® QIRAC Y 7 + v
T E AW HREEENEOET 7 ST AR
TT— R BITCEMI1IABRE 84 (B3
&, BMES 4, FEH49.9 5%, BHEEDRE
FREFAM & AR E & OF TITV, BEATHE
ToOEH (F5% 128) LRY (&R5% 48 )
TOENT A —F—BAE T 5,

(fRERE ~DELRE)

AR EET D EED, KEMAZER X
ZMEEES (BAELEED) CTEBENRT
W3,

C. BIRHER

e 54 1T, ONLS IR REITRED
7o Tz, IEFPHHRE CMAP 1342 5-1%% 1 FORER T
BEBRBD T, AEETRD P72,
ERBEEMHIE TIX. BERE R, RERT, &
BEREERE DK L EREEIRBMER (Threshold
TR RETREMEZEL
(fanning-out) & K+F ¥ RILDHEBEDOTLED
FTRERD, REREHOFTMTIT, EXE
RBMEEICC, AEEERD R, BE

electrotonus )
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St sE RS E

B & Lh#E U fanning—out OBEN/NEL 2o
7=, BEHIOFEM CiZ. Stimulus-response curve
IZRNT, JRFRRT & i U T ERIBRE D
ROBEDN/NSS RLFTRE/LRN, EXFEE
BIMEYE T fanning-out ORBEIRERTLY b
REWKER L2072, 60 RN (4 A, 60 5%
E@N) OV T IN—T T RETCR. B
O LERIBGRE O R OHE, BEXEREIE
ETROEREH% D fanning-out DRREDE(L
L0 R LA EDEFNC L VR BB D Z LAt
Dolz, BREEMERIEIZRIT 58T A—F
—DER L, BIR - REERET X L DH
HIIRD2ho T,

D. &8
SEIOREFTTIL, TAI/VE UBRIEEITEI
EER D CMTIA B OEIRMREE 2 2L S8 5 WHE
HERRINT, L, EOELOERIIBN
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I VEED 1 FREE TR EE I
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VB VERNEIREEOEITE H A REMH LT
WA EREMERIE LTV A0 E LIV,

E. R

T A2V E UERIEEIIEICEERO OMTIA BFE
DEIEEELZ LI D FRENRH DD, 0D
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Brain Medical 25(3):243-250, 2013

FIITEE, Eig &, DEAFHECEBRE == —
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Neuroscience 31(8):980-981, 2013
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SRR e &

INBIERAEIIZH (15 HAL O ETEEMEIZ S 9 A RF%S

MESEE FIIEE
ERREEEBOECES LR EGNERE V2 — (EmREEES)IMRRE)

MEES

TR EME (SMA) . vy va—< U —Y »— 255 (CMT) | FHZEMEME I ZREE{LAE (ALS)
72 & OFRRIFEIER ZEHE 2 K T BB ORI (PR - HEERRR) 1TEITHE - BhiatkT
BV, EEHAMECIDP (BMESRIEMEBIREMERRRI) . MRAF T o - N U —JEEREE (GBS) 72
EHED, BARMIEFEIERMAIILTCRE 6T, LHMABE 7 (multidisciplinary team
care) ({285 QOL D ERNHALNTVWEDATH D, W hTEES., LiERIZLD
B OHINET - EROBNEE LI T2 2 &N TERWED, BRICHRT ]

BTH D, AWFFETIIFBRZE O LB B LT3

Ao AR b HAL (Hybrid

assistive limb) %AW T/NEEBEMEMHZENEE (SMA) KT A U ALY F— 3 VELT
5L TIRIROEITEIHT D Z LA FRENE N ERE L,

HEMHFRE

B REIREERIIVDRER NERE
HERF

A. BIRE®

HAL 139 T2 < OMRRR RIS L TR
72 b TR T TV D0, FREOEN,
ANRBEICKR U TR A & T,
AWFFED BB 0% 2 /0RIZBI L T HAL
BEERISA ARG NERETTHZ L Th D,

B. BIRA*

HBRE LIZDIXIREND 1BRMETDLADE
FEIATHD,

BE AT RBE DA CERE NN EE &
BFH A TITREE SN TOHRY)

BEBII8E HiE DWis S RREEGRR (&
EFREIIREITDR TR, FEEEHE, ff
ANDBIZF 2T TOHRTITRE, RFEEFL
ST#HEELT S,

BECIRBER BWA: IA47u—x2Y
A b= TREERE ()RS 2 B VREZIT o 722
YCTEELT, EfmA L LTND,)

BED:IRBE BECOWFORE, Bk
& XA u—X AV M= TIEEE )RS
EEVVREEZIToPYTUIXEL T, LEFR4 &
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BB S AV B A 23 TN R EBALE Bk
UIRRIFhRE R 7 2 2 b3 5 HAL-PRE - e s
RAET NV HAL-MREFHREE TERET V) 236
R ENIUT, YR T VA MM XY FIUREAS B
b, UNEYF—a URTEREE R D, FORE
RREE ST e OB 5 DS S . AR
PEFFEENE & 5 R T OATASME] S 5 ATget
DRIz,

D. &%

S BRBEIRT A Z LICL W EREAN
BAONE R TODEFNCK LTS HAL ZHW
BN I A YT~ a URERRIZR D,
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KHLUTHISHATFREEZEZ NN, EDEHIC
FRHMEV UV EREAL, BEREDT
Pigza O - EBEPLETH D,

F.2RERER
2L

G. iRFEE

1. BWXHER

INRAERS, TFRRAAZAR, TEARSEIL, FHTE,
FHEE—, HEERETF, KB, EBEEE,
EIERR, S, REeZ, LWARER, BHFE
H, IR, FIEE, BELHEERK
EBRET—F I N—7  BREOSEEEREIC
B 5 EMBERFERS L OEFREEEEOE
B—T7 v r— bMRENLO— BEXERERE B
. Vol.67 No.10, 404-410, 2013
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AR AR BB SR R B TR 2R (MG R BRI e 3E)
iRt R

EMmEMERIZEREIEAE (ALS) (28115 fasciculation potential @
HIEHRR SERETERE

RoiEE hHSE

MREE

TR L pR R R B

REMEERROGEEED —2>Th D HZEMIEMRE(E (ALS) OEITHEIZIZ NS

VENREY . HAL-HNO1 O RH|El

WIEZDONT YR 2BRBTHMBERDS. EITHEZ

FHEFBH~—H—& LT complex fasciculation potential (CFP) ®OHIRMEENED EiF 5
NTND. Faid, ALS BEIZRBWT CFP O HBUERE LB TR L OVEM % & O
ERF L7z, CFP XD IER ~BEKT O/ T, »o LG CORBENED o2,

CFP (+) BT () BEZHLTHE!
NP — R 2.431).,

CFP %/ RT DM ST NIEL T EHEITH

CAEFERNE L (logrank test ; p=0.0071, Cox

HNZ R TRIE N,

HAL-HNO1 VRBR ~ DM ANIC S - > TR DB A EET RETh A,

HRAMEE
BEKEBRD
- MAEmER Y
1) BREEIL R RESERR,
2) RERIEMKZMHERE

BERE" BXEY FHE—

A TERE

RAMETRMEINAE (fasciculation) X5 ZEREIEMIZR
z::%{tr (ALS) IR ER L b EXODMEFTATH

VIRBERBT RS LA BNTWND. ##

#&ﬁ'fﬁﬂﬁ%ﬁ@%ﬁé@fﬁ%’@& D A IR B 56 FEAL

(fasciculation potential ; FP) 1X2MiZ¥EIC
WTEERMUEL LD TS, R, B 22
FYE (Awaji Z¥E) ITRBWCIIRHIR L LT 5%
BEVRPTR & RSN TRV | SO
Bx LT AREEN complex FP (CFP) ®#
Wra R FE 23 R S TV D

A AT =R v & (HAL-HNO1) JRBRIZIX
ALS BEDOARBIFETIE, ALS B OMA AL
FREIINTNEDR, TEXDIETEERIEFR D
WL E L. A TIX, CFP O HELD ALS
ETHE DO FRIEF &L 25BN ETR T,

B. IRAE

RFRIL, EBSLARRERIE « 8 B RS E RRRE I T
revised El Escorial Z Wi ¥ ¢ clinically
possible A b ALS A EATIES) = = — L {8fE
D720 progressive muscular atrophy (PMA) @
BB 85 ) (B4 41 6, otk 44 1, THIEEHR 68
ik, 39~88 %) Th D, —Mlod i —FH# (BB).
BAFRIES (ECR), H—HRIEMA (FDI)., W
BURAE (W), RIREE AR (TA) . R FAERS (PSM),
EERMENER (TPZ) Z@dRfh e L. REFHED
A2 BT Lc, ZERFEIL fibrillation
potential (fib). positive sharp wave (psw).
FP @ 3 DIZ{EH L7z, 5 #ELED FP % CFP, 4
FAWG % simple FP (SFP) & L. MEATAHBID FP
& CFP DAL, fib/psw & OBE, FEIEFL
& OBEEE RE L7z, F£72 endpoint Z3E
TH LT ALRIFEEFRLE L, BEND
endpoint E TOHIR & | FP - CFP O HBUERE & D
HHES % Kaplan-Meier ETFHI#R. log-rank test
B LU Cox BB — FET M TR LTz,

BREIT T ALS OIS X ORREHE B A D
HHEDZETA L L TUTON REDOREILT T
DEE D OB TR, EANIEE, RHRL
PR L OEERIIEROMEEZBEE DK
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E&S @R R B SR R B E TR R R (MR R B IR JE )
sl

Be@/TTbRL,

C.HAR#HER

Pt 2R T FP OMBUEEIL, FP () 28
%l (9.4%), SFP D (+) 7330 5 (35.3%), CFP
B—fH L E TR b ER DS 47 B (55.3%) T
&z, FP OMEMEEIL, BB65%. ECR53%, FDI
60%, VM 29%. TA 41%. PSM 11%, TPZ 46%, CFP
o HERBEF 1L, BB 40%, ECR 29%, FDI 29%, VM 11%,
TA 16%, PSM 2%, TPZ 4%T, FP, CFP & bz k%
WEL<BH LT,

B & BEEA D HBLER & OBIEIZ- OV TIE,
fib/psw IZWTHOFH THIHAETHE T T
BEVME E BRI R L2 AS, FP. CFP 1[I/
NIEHE~BERTOBITBVTERITRD S,
fib/psw O HBUBHE & OMICEBZELZ D, FP
& CFP I3HIFELIHE H T RIS mBICRED &
nire,

CPF 72 L DEE (47 #) & CFP B—HHTHH
LA EE (3841 & DM TATFHRE KT 5
L CFP 2O TOEMTHRNITETH T2
(log-rank test. p=0.0071. Cox ¥ — KLk
2.431, 95% CI 1.264-4.853), Endpoint ¥ T®D
HARNIZ CPF 22 L 3. 14 (IQR1.2~2.6), AV it
1.54 (IQR1.2~2.6) Th o7~ (Mann—Whitney
p=0.0017), CFP 7% 2 Ll EDREL 1
HUTOHOBTHEEETH o7 (log-rank
test, p<0.0001), & 5HIZ, CFP DENZWFE
FRIIARETH Y  fib/psw OHE & ITMSL LT
B&TbhoT,

U test.

0-0 T T T i 1 1
0 1 2 3 4 5 6
Progression time to 2nd hit (y)

1. CFP (-) # (4741 & CFP(H# (38 41)
TOYIFEENLY B IR OREFEIBITIER S H D £ T
DR DO, ftahiIFRERRL R, MEICEER
ZxWBH 5 (logrank test, p=0.0147),

WIFEEBALD DR DK EEA~ER T HETD
HiRG1X, CFP (=) BEL CFP (4) EERICRBWT,
Kaplan-Meier HIfRIZBWTHEEZEZLZ D, CFP
MEVEFNE SR OERPEH -7 (K1),

D.EZWLE. &R

AEIOWFET, CFP BNEMTHRERET 2R T
ThHhLHLZ RO THRINZ &, £,
HIFEERALD DR DR~ ER T 5 £ TOH
%ﬁ(ﬂ%+)%@ﬁﬁbﬂﬁi@%ﬁ%:

. BIEOHEITIERENZ LR ENT, HE
WP@%%%H&%MI@T?FWA;W%LT
< BATHEMEDH U, ALS JEFI OMAAIIC Y = >

TiX. CFP (+) 2> (-) BHEOWThr—HITK
HTENEE L.

F.BEERER
L

G. RERR
1. RXRER
+ Kobayashi Z, Kawakami I. Arai T. Yokota
0., TsuchiyaK, Kondo H, Shimomura Y, Haga C,
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HAL Z AL - EEf B85, THMEMEEDOEFRICET MR
— T EHEEMEIZ SEIQoL Z LV -8R —
MESEE HILEF QM RRBEFLEMRMHERT 7 BENRE
MRER
PRO (Patient Reported Outcome) D& X F % &K « BRI B2, FHAFEMD
—FETh 5 SEIQoL 2B ¥ D HHES DML & SEIQoL-DW IZ & 2 #% #4722 PRO (B8
THRMEIT o, MHMERIL, T X &5 - BRBIY TNEA A TITZADEAD Y AT A
ZRAF L. MR DAL A VEfESL LTz, 0 — 7 LA BB AL, MO E QOL
FEIE & OB E RBRANCF N, YEEFEOF & KON T 2 NAMEARIC L 0 BEEEm L, 4
A& 572, HAL IRAERINIC & 2 BRI mEEER AE 25T 5 SEIQoL-DW DOfkkFiE
DB, AL Cue EEXWZ NS Cue ZHER L., EITIZL->TH QOL KT LA
W2 b BB D PRO O TEELND Z ENHERTE 2, LiEX Y JRBREDEK
DEEFENHES, PRO IES EFERHEORE L2V | BBROAR LT, BRIBEEED

B ke FEETES L WVWR T,

HREFRE

HFEOEF (FRIEMKFERE

NI EZEF (NPO jE A ALS/MND H7R— k> 4 —
S D EMREBEA)

tARSE (R &4 R102)

WEFE (28 RERBEFREWIERN)

A. BIRE®

AR OBIKBIFHEEE & L T, PRO (Patient
Reported Outcome) PEEMH I, VASIZL D
BEOFBAFHMEZ A L T2,
Stk IRBRPEROP TS HIZ, PRO DT
W< =izt SEIQoL (The Schedule for the
evaluating of the individual Quality ofLife) @
£ 9 72 BRI RS S TG ERE L
MEgFEOLBY — N E LTHERT S Z L AHRF
END, ZDD, OB KEF L FIRIC
L ofEERE AR O BRI E L,

B. MiA%
1. SEIQoL WHES DBAEIC & 5 3 K 3
FEERE Zh| & (LR 25 4£ 10 A 27

H) - fEMCER 26 45 2 A 8 ) 2 2T, [
FHEHEO QOL FHfiE [SEIQOL-DW) %N,
ENTEE eI — 2BEL. HEEHE,

2. HAL JRAEFEMIC X 2 EREEEBANAED
SEIQoL-DW B

HAL #ii& AW BRI GEEEEEE ~, B
#91Z SEIQoL-DW #2517V PRO OfFRFHIZEAL,
ZHRE LT,

(¥ Em ~DELE)

RS TR, FEHFER LN 1997 FFIZHIE &
73t GCP (Good Clinical Practice) DE5FIZ
B, ERR U= CEEIL, SAUY—RTr vy
L, ERFFEICESEEHE L, XHRE~D
L, RORHAEITVIE (AH) ICX 5K
RS CER LT,

C. HAR#ER
1. SEIQoL WHES DB L 2 3 K K%

[8E F1E 0 QOL ##fi% TSEIQoL-DW %
ZO ESTEFEI S~ 2HERAS £4) - B
i (59 4 [RE) 2 TR L7z, FHESHAIZEH
FHEINT seiqol £ I F— AT L(R102 #HEY,
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