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BRAF M A 25 (Spinal and Bulbar muscular atrophy; SBMA) 1%, X #8425 ME s
FERXE L b, Ei#l=a—a i T, 7 Ra b 2%k (androgen receptor; AR) Bix
1D CAG UV E— FOREMEZRNE ST LRI 72 I THD, TRERITHER
EATPED VIS TR - 5 ZEM & BRI T & 5,

A, SBMA IZBWTH FEMIBEORBMHAENEAL TEY, AHTH
LHRH-analog % V7= 2 Jifigk COIRBRN M STz, 2O XL 5 Rzl nwT, £
JE 2 E <, EHEME O surrogate marker O EEMENE F - TS, SBMA DEXK,
AP~ —H— L LTIE, THECTHEAMIEEIEN. (compound muscle action

N

potential, CMAP)<>iEB) ELAT 45 HEE  (motor unit number estimation, MUNE) 23 F7IES) —



= —12> (lower motor neuron, LMN) [EEDOFHIC AW SN TE A, Wb e
R S BRI DWW TO MBS BN R S TV 5,

B2 3TV T, R EX (Surface electromyography, SEMG)D 1 L\
ERBMNT/NT A —X% ToH 5, Clustering Index (CNIEZBIFRE L7=, Z OH LWFEEITE
N DOIFRBEMIC  PRRIRIMEZA L & AR LA BRI 5 2 & 3 TE | KRB
JRPEZR IS B W TR R E DS ) 2 & iR S T,

[B89]
Cl {78 SBMA (28T % LMN [EEFDFEIE L L TAHTH LW THRET 2, Z
AL E TIZ SBMA @ LMN [EH O E &l AV o e EXAEE ~ — I —DOREMR G
DIZ1X CMAP 1EIE & MUNE &I H5 DT, Fx X CMAP #ElE,. MUNE & CI ik
DIESE . FEMIC W TR « BT LT,

[71£]
1) &%
X1 29 4D SBMA B L 27 L4 OfEH Bk, SBMA B O T 53.4+10.6 %
(36-71) T. AR BIsF® CAG V &t'— MEHTIZ X D EEZW 37 Shviz, CAG U E'—
MR I1X 48.243.6 (43-58) T o7, i JEK TIIED O OMEIHBIFIT 12.327.9 4 (2-37)
Tholz, @EFBIEOFHNT 51.8416.3 % (30-80) TH - 7=,

(2) SEMG DFié



RE: SEMG DFLEKICEE L Tk, 7 4 V¥ —i%iEIL 50Hz-1kHz % vy, BElE 7 A 1%
100 11 V-bmV/div TIE 5% A X2 oo TRl L7z, Fe#kEEmMIE Ag-AgCl K i Bk 4
iz,

BHECE: SEERE /NIRRT (ADM) i L (belly), FEUEEMR 2/ MERHE (R1).
SLEREMR D 2em TAT (R2), KRB 2MR28#2 (R3)ICHALE L. belly-R1, belly-R2, belly-R3,
R1-R3 O 4 3 & Fodsk L LL#g - KiEt L 7=, belly-R2 (. =B ESENL (far-field potential,
FFP) 35 K OHil i 2k D MUP DB AN 72 < (MUP D3 BEIZ S - & BTV,
Z D=8, SEMG DOFEEkIZIT belly-R2 55 % /=,

FLERDEES: PR 12, BRA RS T/IMEZAMEL TH bW, IUHEFREES —ED 1 #
M SEMG ek aR1E L7z, 2D 1 D SEMG 155 % epoch & L CTHW., Th*
NOWHEIZ->E . 20-50 1 7D epoch 2 7=,

(3) Cl OHL& &R E: RFIEZRE . EW CoOXREAERE Z13£ED MUP 2
FFFLIZBIE L 2 05, mEOMRIEMEZL TIIAEOER MUP 23558 L TH
B, ZTOMICHEMRE DD LIZE LD, %0, [A U total area ZFFOIEH &
MR FPEZ AL O R ERIE S2 3V T, Rl i B XG5 2w ) 7 window
THETA L. ERTIEGEREZNME 2 O window ([ZIZIELEICHAAT 58, kg
JERMERBIZ B W TIXE R MUP 25T Z < 240 window 1T/ 5 238 1 (cluster) 3%,

CliZZ @ cluster DFEE 2 EEmANIRKBL T H 72O DIEIETH 5, AWFSETIE window IE



% 7.5ms [ZEXE L, % window area DAE B 72 BN DOREZEHKS, 1 Dk & DA
Hl, 2 OB EDREERIND 2 A ZTNENFE LTz, 203 DDOREELRSID 2
DipFIz ., JTTOEIID 2 F D 6 5 TR L THEEEL L2 b D Cl TH S, CHIEO0 A
51DMEzE &Y FRRFEMEDZEN BT EmWEZ & 5,

(4) HEANORFEOFEHGE: @5 F D4 epoch % Cl & log (area) D 2 8 Ll 7 1
ML TRIERIG 21TV, £ O£25SE (RHERFE) 2 IEH 7 70U RE L TRIEL, &
BT, ZDOENFERD S O % D epoch OF%7EL | K Z & Oi%EFYE (Rm)
ZEHE Uz, IEWHIRHE 2B O Rm O LEHERZE 2 o2, f 2 O#dR#H O Rm O
Z-score ZRHE L, CliEORFEME L LTHWE,

(5) BMEMOEFH DT ClHETOR —#HE TR T 2 & F OB OV TR
B L7z, XEULSBMABE 34 L IEH L hr— /L 34T, 1 4 OFEKEFEME L,
14 DIEFEMEIC L W A ZIT > 7=, Z-score DI TOMB & R ZEDH I
DUWNTIAART,

(6) CMAP {&HIE & MUNE OFHf: Cl {EDOFREERL I, [7] UFLEkEM: - BEHEM O E O
F . CMAP #RIEDFIEk & MUNE % 1T L72, MUNE IZDWTIE, £k M
Woo & DI FRATHIED BAFTZ, ROE RSB DB R R DTN F — 2 b LT,
MUNE T#5 5 37 il 2 o BL—JE@) B2 &7 (single motor unit potential, SMUP) ™ i

DFRE bl AT,



(7) BRIR/XT A—%& L OFERE: Cl. CMAP i, MUNE @ 3 DOESKAEI/NT A —X
&, ADM D), FEIHMK T RAEN & O HIE, CAG U v'— ME & DORIFRIZHONT
Rt L7z,
(8) BB 7 a0 —7 v 7 SBMA BB\ T, B X% 3 » H ZL1Z Cl,CMAP #EE,
MUNE 7% 3 L 7=,
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(1) Cl
IERE: EH&D) S 975epoch Z45%7-, Z-score [X-2.11 7> 5 1.66 T, 4fi+2.5 SE O#q
FHNCTH -7,
SBMA B3 : SBMA B 751X 1035 epoch #1537-, SBMA JEf D Z-score |% 7.07+2.18
(3.3-12.4) T, &I THEIZ ST,
RER COFBME: 2 A O Z-score IZAEZIT /2 <, AW D Z-score DZEDHEXS
fEH 0.70 LR T, FHEIMREIL 0990 Th o7, CIETIE, MEMOBFERMEIXRL T,
HZE L IFHIFE TRENREN 2 | BREBEBREDOHINICHIEF LW EF R D,
(2) CMAP #Zii§ & MUNE: CMAP EI&E 1L SBMA EfI D 72%, MUNE Cld 93%IZ %%
iz,
(3) ERERFERE & OFHRE: COBEREI /T A — X LIRERENR, CAG U v— MMk

FRI L 72 hv o 7=, Cl. CMAP {EIEIZ ADM O /1 L FAES L7223, MUNE IZAHBI L 722 0>



o7z, CLIE, iR F 2B DRV 2610 SBMA BETHLREEMB TH -7, NIk
TRIED D ORI OV TIL, CMAP 2 & MUNE (XN HIH & A EICHBE L
7=, CLITHHBAZRD 2hr oz, LM LARN G, fiME FRIED O OREFHIRKA 10
RN & L0 FLL ED 2BEIC T 5 L. CLIZRWT 2 BRI DN RTIE -T2,
(4) BB 7 A1 —7 v 7 SBMAIZEBWT, HIEHEED 6 » H#E DT — 21X 15 4], 12
r ABOT—213 10 fITHLNTZN, EOBEBXREHNRT A -2 L FEREILE RS
o te, BHRENOFEBINEA . BEPN SDIER] SD ke, BEN SD/ (IEH HE R
EEMEDFE) OO 2 SO TRl L7223, WfEfE & & MUNE 2R (B8
MARR) T, R OFEETIL CMAP IRIEA, & Tl CHEDN R b BAF e BB A~
L7z,
(5) MUNE I2331F %5 SMUP &IRD#RET: 7l L 7242 SMUP @ 70%LL |25 ADM Hi3k T
e < HIZIEY v 7L S 3T SMUP 28 ADM HISE TIE e WERT S B S 7,
ZAL 5 ADM LIS OFff 3D SMUP X, ADM SR D & D X D HEIZH A AR/ s <,
SBMA #iZ35 T, ADM LA O kD SMUP OEIE A3 2 % & . MUNE O #5 D
BEIZCI LY b AR ESL kot
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AWFFETIL. CMAP fRIER KO MUNE S EORE K0 SWEREZ R LR, £

DOEEH & LT, FHlSSEEZ W2 &, Fx DIEFEOIESSE RPN &,



MR E LIZBEROBEIEEN GNP TZAEERZ A 615, LrL, FUEEIFICE

WTH CMAP EIE,. MUNE & 12, Cl XV EE NI - T,

SBMA @ X 5 708 PERGE OER = o — 1 L5 Tl MR RIS L A IME R0

CA7=%, CMAP #RIEORE KL 7255, MUNE . CMAP fEE & U L&)

ST2bDD, Cl X VIHMELS, SHICHBEM R BTz, ZTOJRKEE LT, B

72 EINRERUA DD FFP INAREDEIE TIRAT D & W I B ABFZEIC LY

1D TR S U7z,

CHEIXME T, MAEDINIRAE S, EXE D22V R TREFOGIEL Y IE

ZEE)TH 5, SBMA ICEIT 5 LMN EEOMHEEICT ., HHES BT, &

HEBMEA L, —H T, BORE ZHEISHRHT 2ITERL TV, HHRE

FRVEREIC/2 D & LMN [EE O RO EIEE & WAT LRWATREEDR H Y . Z DR

ARIEDOBRTORFENZ D, L, IBRIZBOD TEIRPS T TE 5 DITEIEN S

PEEORECHD I LR ELD L CLEOHRMEE O EEZ s,

[#53%] Cl 51X SBMA @ LMN [EEDESK/EH~— I —E LTHATH Y, 1B

ENDERRIGHNIFFTE 2,



