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Decreased Peak Expiratory Flow Associated with
Muscle Fiber-Type Switching in
Spinal and Bulbar Muscular Atrophy
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BRFFBEME A ZEMEJE  (spinal and bulbar muscular atrophy, SBMA) (%, #E&RHEITHEDO N
B 71 T 36 K OVER R 2 FSEIR & T 2 BIntEOMRFHEETH D, X etk L7
T DT FuaX %5k (androgen receptor, AR) EixF 28T %5 CAG #:V0 iK L
ERVOBRFMEZFANEL, 7TAMAT oY LA LERICBEN~ERT 2 LN
JSRIEDRB L ZE 2 5N THY ., Eihi=a— a2 EBEGONFIZHBW TR AR 234
fufEEzEET 5,

SBMA B#& 13 30~60 RCH /KT ZFIE L, 15~20 F Ok THATOEN T
apER<IND, EITHIZIEIMESCHERAR 2L G0l EOERIFEZILD Z LR E
WEINTWD, LL2RR 5, SBMA & [RERIZ U A, K T 36 K OVERIFRE 2 3= fk
E L, RRMESCIEIR 2R YLIE & = R A OF 9 2 i ZEME I 32 i {kJE  (amyotrophic lateral
sclerosis, ALS) Tix, %% JJfil& & (%Forced Vital Capacity, %FVC) 735 2 72 FEIK £
REOEELLTHALN TS HEDD, SBMA BE OMEWMEEEIL H0ICH LM EN T
|AYA4AN
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SBMA BEHIZE T 2 MR HERE, EEEE OB A 6T 5 L FEIRFIZ, Z 0%k
ABEMPAT L2 L2 ENE LT, ETMERERRA, EHEENM. &85 10
BIE 24T 5 BRI JE 21TV, IRW T TR A MR 3 5 7 O ITRFIC I RiE &2 1 77125
HLU CEMBIFELIT o2, R TIE, XFCLDRAEZRSG L LT, B Fi2
Wric X - CTHEE L 7= SBMA B3 40 5l ET El Escorial %2351 % probable UL | &
WERZWr S 47z ALS BB 25 Bl B8 K OMER N 15 Gl e fifr it 4 & Ui, REAGIE E I3,
Mk RgREfR A (FVC, 1 #%, v©— 27 7 m— (peak expiratory flow, PEF))., ADL D5
fE & L C ALSFRS-R, FfA 1D fE#E L L T modified quantitative myasthenia gravis score

(mQMG score) . B ITOFEELE L CTIRIB L OFLEHEZIT-> 72,

RBEVIIETIE. £ SBMA BHICB T DB OMIRME S A 755471250 T ALS
BE LTS5 L2 HMLE LT, SBMA B, ALS fEE A 2 Bl 26212, L B
il AE R B R D Myosin Heavy Chain (MHC) #fZE4v 4417 > 72, RIZ. SBMA & ITH
T D E R T ORRME S A 7 2 EBANICEHI 9 5729 SBMA B 5 . ALS B 6
B, & O ORI EEE 4 FlOGBEGHHBRBEIERZ HWT, #A 7 Ix, Oa, IR
DR A FEBUSW T RT-PCRIEIC LV 04 L7e, RO FiE % H\ T SBMA B4 5
Bl ALS JBF# 5 B DWW TI M AL SRR IR DI RRAE 2 A 77 b ERAYICEHM L7z, &
T, MM A T OBITICEDL L3+ Thd AMP [EHILT T A4 % F—F

(AMP-activated protein kinase, AMPK) ., LA &% oV — AHSEN IGMHELZ BIK y =
7 7 F~— & —1la (peroxisome proliferator-activated receptor alpha, PGCl- o ), ~/L A F
Y — BB S B S R AR (peroxisome proliferator-activated receptor) i {x 1 HL
(DWW T, BFE & [RVER 0 15 5 51 Bk A B &2 T T RT-PCRIEIZ Ko THrr L7z,
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SBMA HEHE, ALS BERE, M ABE O 5 K iR AL F A5 R % Table 11
Y, SBMA BFHEIZHL LT, ALS AE BE CII A RE A= n 25 i < PR W X 2 o 7,
FEMRIE | BT | BUEREE OEI G XA CTIZIZRER CTH o 7o, MR BERE R A 1.
SBMA B FEIZ W) T ABEIZ L L T%PEF, %FVC 23 L TE Y (p<0.001), %
PEF IX ALS RHFRE L L L CH AR T LTz (p <0.027) (Fig 1), ADL D5
L LTV 7= ALSFRS-R IZ# M 72 & ONTER, BB, (Re, Tk, renk B 354
b SBMA BFEHREL ALS BEREOMICEITA N> T2, FERICFRA T DT
H5 mQMG IZBWTH, AR XOEE, Rk, TKELELOZXaT7TIZETALNR
Mmole, —HT, BBEIOEETHL2IENLEEIL SBMA BEHTHEICETFTLTW
7= (Table 2), SBMA HEFE L ALS HHEICB W T ADL RE AN NAETH - 721 b 4
b o3, MR OR KB E %2 R T %PEF, 87/, HIEN SBMA BECTAHEIZET
LTW2Z &6 SBMA TIXB#IEA 22 EH& 6 1) 2B IRAY TR E STV 5 Al REME S
R X Tz,

%PEF X ALSFRS-R O {KBIHIE B IZHR WA N A S v/ — 7, Bk, B, T,
RE BRI IE H & T A A BT (Fig 2) . ERE OWER BHHETE H 13 SBMA B3 (TR
[ 73 PR B RE P 55 22 SO L TN v o 72, %PEF (3 ALSFRS-R, %FVC #2850 L
TSRO E S 272> Th ALS BEREICIL LT SBMA BEHTHEICIKTLTE
v (Fig 3), BUREMROBEZIZIZZERETH-TZZ L0205 %PEF OK FiL SBMA ©
FREEICHAEOE RN H D Z LR R I,

BRIRIF 2212 3T SBMA TIIBFE NN RIRAIZIK T L Tz Z &6 SBMA OF
K& R 2 A4 7123 H LT MHC B ta 21T -7 & 2 A, SBMA OF & Cldik
i CTH D Typell x BRHENZEH A LTz (Figd), 512, RT-PCR BEIZ L 5 &
BHRMEITICB VT Type I x BifEE s+ O BUTALS ICHL L THEIIE T L T\,
D OEAIE LR AL B IZ @ L T A BT (Fig SA,D) 2 & 0 B [RAR O ) #rife &
ATEITEFICEKBLTEC WD EE XN, £, EMDBEMHICBITT 5
WCHRBNTTHET D 2 ERME SN TWD PGCl-a, PPAR O 1T SBMA #f CHEIC L&
L T/ (Fig 5H,J),
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ez X, SBMA BEBE CTIIMER AREICE L T%PEF, %FVC A EICIEKTFLTWD
ZEEWOLMNI L, PEF IIHRKMRME TH D . REEMEMZOY 27 L7200 5 D8k
RAEJI DR L L THRMERZIILO LT o4 RERATHOY LN TEY, xS
MR RN 7= 53R Tdh D SBMA B F 2L - T, PEF DK FIXRKB AR T 25 9 %
THiH CTEHEE TS, PEF (X, WHEZ L B TR E RS 5 18RSI 5 O 7
NHEFAELTWLZERMONTEY, SEOME CTHREBEE L HENRALNTZZ &
IS TR R YRR THDL LB BN D,

F7o. AEIOMIEIZ LD SBMA TIEBRFE PN BIRICEE I, 20ERE LTHE



B A DA RRAE DN A LTV D Z ENH LN oT-, ZDOZ b, FEED ADL
RL%FVC 28325 ALS BERICH L T, BRNREEH TH D PEF NAEICKTFL T
WIZBEHR I MAE X A4 7 OEMICER L TWD Z ERRB I T,

B DB~ DI MMEY A T BATIZIZ. AMPK, PGCl-a ., PPAR § OFE BTN
BELTWDZ ERXMONTWD, BHED AR IZTZINDL DN R E MG 425 2 &2
WEINTODA, AR BERENEL L TS SBMA B W TIEREANTHE L TWD 2
EDEE S, RAFFEICEB VTS PGCl-a , PPAR § 1% SBMA TH EIZHINL T\,
PLEDG, BRREIREBFRE DN RIRWITIK T T 201, BEMICBIT52I har Ry
TARRICEEE T 50 FRREDIEMEE L, il A TRBITNEL DO THD EE X
BT,
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AL D SBMA BHE OIEREERE DR IT % PEF DR T TH Y | F72 5 30K 75 i
SRR 4T do 5 SBMA 1T & o T %PEF {2 C BB AR TH 5 = & 23
RENTZ, 7. %PEF &2 & LB R EBEE ) 0@ IR T2 003, RERRE
ANCERICB T 2 bay N 7 ARICEES 250 FREATEER L, Sk 2 1
TRATNEL DD ThH DL EEZ NI,





