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Clinical Question 8-1 8. BIEABIREHE

RSREOFRERVPARER, T F#R < OAHERE -
QOL - ADL NDOEEIFED L S EEDD

0 F 1T UXMEHTA MOT ¢« — (Duchenne muscular dystrophy : DMD) &
ZD T0%LUED 20° LIEDRIZEZZET S (TEFT VAL 3).
O HIBEIXZ K DI/BETETHETHS (TEFT AL 3).

g o AIEEDRECETEEGTFEREDEEITATHS (TETVALANIL5).
r o AIEEDETIIFRFEETOREERS (TET VAL 4) B, DHEEEETO
FRERBEVDIETVAREBWNW(IET Y ALANIB).
o AIEEDRE - #1TIX QOL - ADLIETOREELES (TET VAL 5).
W,
Bx- B8

DMD @ X 9 %O T % 089 MR R A Tl LIRLIEHFHENEEL 23 5.
A EIE QOL - ADL 2K F & 57207 Th <, IR BEEL RITT-0, EHRE
HBHEICIE LWL Z A, FERERNCEE & RIRIEFRL TR SN BM8I20 & 1 L igikRiE
2 T20EN D 5.

R - TEFTVR

1) RIBEDFRER

eI XD Bl MRS o], MEBEDOERNE R L720—ICIZv 2 v, 50
~T5% R L T HIMENL VDS, BFILHESINTEH0bH2 Y (TEFTVALANIL4).
LAL, INHOEANT— 513, BinFnikiom . (1989 4F) Duio7— 4 Th 1), Becker
B E FNMBRER AR 2L CEFHE L TV AR D H 5. 1989 4F LD SCHK T DMD (249
MBREDFEAEZ LT E THE LAWREEZBRCHEIEA SN 2072, LA L, Alman 50
BT L3Ok (2004 4F) ©, T35 7 AF OB BISIR H, RIBHREE D 67% T 20° 0L Lo
HN=TmBLIEVIMENDL Y (TEFTVALNILI). T2, £ ORI HEY % ik
i RITRBEL o BBEDIILALPMEZRET D] L) 2L THAH BMAELERICELE
F2%65H5D, 200D LOBREME L ERITNIE, PR ED 70BN EAMEREL T
bEEZTIwn,

2) AIEEDBRRE

e EOFEMZ 7 — 21213 Z LW TR & R ZRE 2 FIET 5 2 L 3% 7Y
(TEFVALANILA), L DFEBITEETH Y W (ZET VALV 4), growth spurt ®
Rl 7 2B L CREISEIT T 2810 H 2 U (TETVALANIL4) 2 (TEFTVALANIL 3).
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8. EEAMRIENERE

AR BB IHE O 2 LX) BB TOLROMERFII% 555, BRAFIZRD,
BHEOMIE DR D NAEE % 5 BE TREROMATIE S AT HEIS RS LD A S = X LD% L
DX THERLNTEY, MHEROBEE TIILRIZITITMHEIETTLLEEDLI /R

RO PRI L TiE, 10 %K Cobb £ (CQ 8-3 M) - Mililfi & (vital capacity : VC) - #x
ITRETEIR & 7 o 724 1 — 7788 — ¥ i LEREDEAT DO F R FMATTRETDH 5 & Dty ¥
(TEFTVALNIV4) B3d % —1T, EROEIEERLETOMEIBITARE L 42 o 72 F L
s E o 724E I L I AV E T 2HE Y (TETVALANILA) DY, Emddb el
ATH5b.

3) AIBEDRIE - ETEEMm TR

HEHE DFIERLHEAT A A A T2 & B L T 2 EHRIBT 2 CHkiE VD2 5432101 [IEE
R LIBEPESI Lo BB LYV AEGTHRIEr /2L TN ET ¥ A%\,
LA L, IEERER QOL « ADL K FIC X 2 M 2B e TE 2w,

4) BIEBREDET EMERERER T

IR EE DAL T 1 DMD BB CTIREAR R E L TR 528, MIBEOETEHBELTWS L
T HMEDL W P Kurz S, Bl H — 77 10° 8479 5 Z L Ihi R 4% A3 5 &k
NRTWb Y (ZEFVALNIL4), F72, Galasko 5%, HIZBREZ AT 5 DMD EHTId VC
MEEIZ 8% T oW T 5 LIBRRTWE Y (TEFVALNIL4), F72, BEFENIC L DI
BEREDIR T ASEIRIC R 5 90 (TEFVALNIL4) LG bHb 2 L, [HEEDHST
WEMEREREDIK T OIRRKN E 2% | LOIUETFT UV ARBLIENTES, /2, TETFTV A%
WS, EETAC X ) ARESIRR R T 23 CIESA i kY A2 &) 9 5. —)
T, FBREDOEITOIREEZ L ) BEINIC R L WIHRBIEH 25 PSR Tr Ak
e,

5) RIZEDRIE - #iT& QOL - ADL KT

MERELTZ2THIE 2 L7250 QOL - ADL # ZHMIZHB L2k 1dA b h 7228,
BOMITE L DICEMEM DA 2SHEEICZ D, BT 7VREERROREIC R 5 7% &0
M5 QOL - ADL IZFH L EESNS Y T/ FNOMIEEEMIL Y SELLETS
WENLL B D0, MBREDIE - #T1ZQOL - ADLIKTORNE L EEZOND.

HERZERRICAVDEFEDEER]
BUE, MBOFIEZ P AR TERIE R WA, AR UNEY F—2 3>, Tk EoOxL
End b L2 FRFCHML, BEERROALEMOIT S L) BET 5.
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Clinical Question 8-2 8. BIEANPINEE
IEHEDBIEBEM CED L D BRIRHNIF CESHD

OBEEEMISENEBEL, ETEPHLTHIENTES (TEFVALAL ).
FRICEEL, BEI{RIEHEE, BRI KETIHRY, NHEERICLLYEY
BEERELLYTIHREHY, QOLMLE, EBEMHKE, LT X—JDHE
HEONB (TEFVALNIL ), FREEICDOVTIE, HETIHRIZBVN,
BIEEBSHBMEN DS (TEFVALNILA). i, SEHREERSEH

i RLWFTES (TEFVALAIL4G).

OBEEEMIE LN LS LHREFLTVSY, BEFSAE EREHERO>NS
FHTHBIEND, BYLHEICEE - REICHERREETOEBROBI LRI
TRETHS (ERIB{OBIPAEIZ CQB8-38]) (JL— KA, TEFVAL
~NJb 3).

- Rl=[)

Tayx s AR Y A P17 4 — (Duchenne muscular dystrophy : DMD) (233 ) % % 1E [ &
WORHFIZOWTIE, FVEBORMELE, 50 7 2MbENMRIEBAEAL N TW R WD,
% < @ case-control study X case series 2* 5, ZOFIERNE - AT FHIRIRITM A, IFEE
e, BERZPRFERERE, LROBERE, Bk, QOL, 4, #, Edr Pk EOUGEERI RIS ST
Vo, FiOBEBIGEDT-DIZ, R EASFREIHT 2 IEMLEREZ T 2 LE0H 5.

e - TEFTYR

1) BIEBEEMDIR

MBRELZBIEL, #EITEHIETA2MELEH LI EONTREL DLEAVRLTEY, S
N7 TO—EDOMPRIFIAESINL EEZONDL ™Y (TEFVALANI 3). BIEFRIZOV
Tid, 60~80% LN, $BILIRKICOWVTIL, 4~5EDFMT 10~16%FEE L M S hTwb.

S I AT VIR & P U, PR RERE M 2 IE R S 280 E 03h 5 &5 5% Ok
BHbHUIETVALANLIZ) 0 (TEFVALANIL4), AR OLREDIE L, 2457
WEIES N2V =V TOFHMIE I N TV ngS, BEBIOREICITT v r— b A %
Yo —7 EOREETIIEN RO WY D B LHIBTE 5. U< EiREOYH IO W
THVLODPDOLIMTHERENT VLA WD (TEFVALANILAL), BT v r— ML v
Y 2— EOMBAOFINCE 2D TH L. BHBMOMEIE L ko200 F TEIEH
B ol EOHEE 00 § B BN, BALNT Y APUET L LI ) Ao LSRR
YA BVEED SIS, T FIZ W AEEDBRIEDIE S L v ) B A & HEAGEIE 4 & C
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DO NR T M ET 2 EHMEINTYS. 2B, IS OWENROFRIZIE, Ve
V7= a v EOHENELTH L.

Zofl, BRNFEANOT V=4 ¥ 52— ETIRAEBOLFHEIHT 2 L TR
% EONERFEDHITT DR 0D R, MiHiH O QWG % &R YT A80% 2R (TET >
ALNILA) EPHEINTVS. 512, 07 ¥ 7r— FRE S AL TR SR
RELT, QOL @i | 2v0m2 ERYLYE, V74 A—JDA LS 9355 (TETV
ALNILA), TREDT v r— oA v I Ea—3HMADO S D&M LIZROATH 255,
90~100% & 9 FAIH$ % mv BE LIS L 724w Th 5.

IFIRBERE LB L CTld % < OF9EA 7% ST & 725K 5 O BRI 56 I B e il O A 2k % 7R &
T\ 25900 = C, ISR OHERFICHRI CTH S L §HI7813L < H 5 VB Zhnidd
T case-control study TH 575, WX\ & T 5 LHDZE I HREE GEFAHiH]) D% 22 E
FED 7 — 7 ENFEARRR DAL T D 720 T e & HM SN2 b oG TN TE Y, Fln@Esesl
ZHEATIED 71— T H3D B HIPRARREDS KR E AT LTV AW DR EIRE N TV B 720, Wl
DEFEFEDST v F LTV, Galasko HDMF5E YV 3T 240G L7280 23 e L L Tl
LTBY, BINA TAPD R ZET Y ALRUBRL DBV EEZ N5, W, 51 [F
WA IPRARRE 2 S § 28RBS, BALZ BRI RVHL | EOZET Y A%
TENTES.

AAFHIH OERANRICH L TORE BRI PN L. Wtk EAF I 2 5L L 72 K% B o bt
KT, AEMMEZERSELRELVESNTVS 2> (TET VAL Z) B (T
EFVALANILA). LAL—KHT, PRSI EFHBPERE LT 50BOMEDVDH 5.
Galasko b V 1%, Fi2HE L BHEL ML L ONMTOERERE L~ v F > 7 S THEL
5 B DEAFRIETNB THEISHE 572 (61% vs.23%) & LTWwb. F72, KHEIHZEWBT
#5051 (non-invasive positive pressure ventilation : NPPV) & FAi DA DI & ) AAAH]
BARETLE VI HEDHL P (TETVALANIL L), ThoofHdh b AF NI O LR
FEIEREM QA X WAL L72ARTH B LD 5 2 LIFHL VS, FHLEIS E 25 X9 7%
HBHREREOEI LTIE, HBIEFEEMIC L ) AN A2 TR S 2012 TE 2 V%)

2) BIEBEEMERICHT D EREMH

R oA AT E PR OB OWTIE, FREfTbRdoBEG0PRINS
ROEIL S Fd T, WY RN - KRS 21T, B (CQ 8-3 /) ~
DI b BEOHEREOERROKRER VLT HAONDL LI ITTNETH 5.

HEEZRIRICAVDBROFER]

WEDD L DETMTRELEVIHERTIE AL, HL T TRE L RENT 2 BINT L&
ERILVEINICTEIEPEETH L. BEMENPHIDH 2T, Filizzdbr0RERIE
WEEFEREICENRS LT 2%, BIGHARO NS 2L, AT 2 sk R b R
LML ENDL, ROETEHEMEE~OI LV N2 EET 5.
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Clinical Question 8-3 8. BILAEIREHE

ESHEDBEEEMDEISRP Y A VI EDL S EEDD

KK CQOHRIIFMZzZR - FLIHBEHICH L THIST .

09~ 10 RED L BIHITRRERRD S, FENS | FTEICHFRIEEREELE
MR X RIBTEEHRNICITI (JL—FA, TEFTALANIL4)(CQ 3-3, 6-
28R).

OFFT10° LIEETTAHAESAASNDBEE, KEETTSHA1(30~40°iEE)
DF izt dT5(JL—FB, TEFTVALANIL4).

}E OFMTIE, HITREERBRD STFREEED K Z KT Y 557 (%forced vital capac-
ﬁ ity : %FVC>30%, %vital capacity : %VC>30%) I47> (/L — KB, T
EFALANI4).
020° LI EDOAEZRH/=I5E, FPINLREHARENBN IS (JL—FA, ITEF
JALNIL4).
OFMEHEDOREEIITTEL, FTRESHECDEHEREDERLROHODPZNZ L
EWMAICEHATS (JL— KA, TEFVALANIL4).,
y,
B= - B8

T ayxy XM Y A a7 4 — (Duchenne musculae dystrophy : DMD) (24 9 I i ()
TREBHEIRCELZMELEINTES T, FROBBICHLTH RN EEREIEAIhTwE
v F7z BIHEDRAERDE S DO P EAT R S ik RO S 5 S DA ETIE X
ZRENTEY, Pl w) BIROKE L, PHTEIFET 5 L) R T7IC5 2560
Twb vz, B ZEHIC PN 2179 720id, BlloayHuvs—3 3 > LEliig
LAV EETH 5.

R - TEFTVR

1) {EIEBEDBIEEEMDERS

TR BT 22813 3 R CTRHBEED 2 WYRIY B IFETH 0, FROEIS D W TR
H7200OMBHZIZZ L. LA L, FAERICOWTIRRS N2 HNIEZ K 7 2 o
oI, BIEHIBEIZE & F 5~ ZBRNT, HEITORD SN LR CHAEDOREE T Cobb
£ 10° LEDOHEAT) E T2 ZEI L2 oo s (TET ALV L), F72, Fiieht
FEDIRERFEIEZE, QOL LoXAT 4 v POBENS, MEIKEHEITTLHHEIT, 2BH1D
IFREEEDS R & AR T AR T 2479 SEHZEF LW (TEFTVALANIL4). —JT,
AT AR & it A HE O BIFRIE, AHETH L L OB (TEFVALANIL4) R, E
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8. EEAMRIENERE

JED A — T RMEFEFEDS K E KT LTV AIERI TO R TM A TR /2L 359 (TE
TUALNILA) b H DA, FEEIAT L7 RE AR EERLEE R B HEAL LR o firh - Al i Bl
EWHEICT A LWL THS (CQI1 ). WXICFMEMET 20 THILE, RE L
TIIBIE D BN AEST LR 2 BATHESE W 2 O, IRARE & L T Bl 2 479 TR
ELTHREINTEZETHHBFVC 30%, %BVC30%Z THSRWT A IV 7T ) &N
F L.

DMD (289 FRMBRE ST 5 T B W T, 1EBRESR G IHEDIER D D THW DS
ZFHIEICEA2DDTHL EMESNTEY, AT LEMHERELSLLE LD L
ENTVD W(TEFTVALANILA) 2, MifioLTI—7% EOMEIZL > THLEHERED
FIBOTHETH S L Vb TWE B (TEFVALNIL4), BEEROTE T 2 N
2T BTREVED S 578, (DEREMRAT 2 & FALEIN Z B5E T A L E T Y ATBD LA\,

FEBMBIZEREOBANIIOWT, £ { Ok CTIPIRBE B AT & 4 HE HOA X ME 2 HE3E L Cw
%36 (TEFVALANILA), Fiio#ez X5 (#7550 —71 2 [FFREREOREOK
T) 22 2HHYTINS OMEL EIWIITIRETH L. WERPHMAIZL S A PL AR
GIRPEIR 7 EHIBEAN OB EEE L, AL 9~10 WD L ITBATRET LR S S, PAE~
LVAEZEIAT) £9 129 5. X#gd, EFHEOEMIEH - Wz RE T E0EF L
V. Cobb fAIDEHIIZ ATy, HiF & Fik U CHATZ G2 (1), F72, HMWREHESIRE
ANORE, PRSI L EIATZ A EEZOND I A I Y TRk SRnzHlZ, 200D Lo
MZEZBDBETIIERHLIATINRET, 2000EZLTWALTHaryFryr—yar LTk
WV RATRETESRIE A O SIS HEAT T 61D H A 72, BATRETEL & 4 BRI & KIEICIX
BIBRE D HIRAEBIZ O W T OB, Tl & v 9 BIRBAFEIET 2 2 LI2D W TOEHRIEL AW
Beh b, FRICTFM 2 AL L 2 WSO W TIIMREREB IO W T O EIRE S LETH
% (CQ4-2ZM).

4 N
2) FMEHEDREEICDNT g;
DMD (R 9 B0 E 0 56 1E B @i ic B % 18 QD
W B X OB APHEDMRE XS L, =R Cobb #

BEOLDLEDL ERET68% EMET LD
DbHB Y (TEFVALANILA). EARE)
ROPENE L, —Fd LRBEDO LI <>
FLALDBE TR L SN 99 (TEFY ()
ALANIA), ZOMBESATHEER DD )
&, R, REEIR, 7Ty 2, AR, QQ

Mrtehlige, WRMEE, M, S, HREET, \\\152//f‘

WagedL, BERERRREA 4, IREGEYe, &I, A ¥

5y N OB BE 2T hOwsE, - J

o A = B e X Ep:lloiawa)

AU, . . WA, iRk 1 Cobb MO

DS, BT, o, BRI, REEIRILE S e ot Gas R ORBIS) s RS

JER ETH B 290 (TEFVALANILA)., Rt (BNDBADREKS) FEICEEFE =,
7= LA L OB L AEe CNCENENERZILCD. TOEFHZDOTTED

5 ﬁﬂ%fﬁw 12Eﬁi %A_ ”ﬁﬂﬁd FE7 Cobb LW, BIBZRORES TS

FEMENREWERESINTWSE Y (TEF (Cobb JR. Outline for the study of scoliosis. Am Acad

DAL A, K512, W OO T 14 (;r)thop Surg Instr Course Lect. 1948; 5: 261-275. &
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~5% DRI TRe, PEOMHITIHE SN TS, LaL, SERIEFNICHRE ST
SIAHTH Y, WAL S b P TERNE LTV 2N (TEFVALANIL L), 2
DEHZ, BEMERIHONIMRD L VDS, VAT DEVIERETH S Z L& H55I2H N
TLLEND L.

HRZRRICAVWSEDEER]
Tz ZE - MRS 2 BF O TUIRINCHE M 2 FHNENOZZ 2 RT L H 12T 5.

(5% : EH RSO I DB EEEMDRIEREDSH Dhits]
A TR R
riEwEHEs R Y 5 —
ALHUR SR
MZNRLZ & Rt~ 7 — R
BENE SN2 HEI IV B
ANV VNG S S AR
i B AR A R
BRI /NB IR R v 5 — B
GUEPNES S 2R E
MF R~ 7 — AR
INIONES SR
TR &b e
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Clinical Question 8-4 8. BIEABIEHE
FREAfEFINOBEIS PRS0 hH

O TRMBEFMIIRMOTTSENENDRDEEN L/, REMNLBRE L TIIHE
LEW(JL—KC, TEFVALANIL ).
OFMO@ESE LTI, TROKUHEE &S KEPHOTESREDEEZS]
}é FRILIES, AEENOTE, EURFPBRIFELE ADL\DOBTE, &
FHRRCBRUORFBRHEL EOMEZE ISP HITOND. BEPHEDOHN
BETOREERIC OV THRLFHAZITVLEREDFEOSNIBEDAFMHERZER
T3(JL—KB, IEFVALANILA).

Bx B8
72 x v AR YA b a7 4 — (Duchenne muscular dystrophy : DMD) T4 ]2 & il
T BRI D AR A ITHEATT . FRICRBIEIC B 2 WS VA RATICR & (3
BYH0OMKR EREE 25, RIS 2 E LTFBEHETMRAA SN2, w9
TR IRAMEHNNC D 5.

W - TEFYR
BT 2 MR 2 720 (IR FFRE N 2 RO L EHH Y U (TEFTVALANILE), AL
PRAF 2 25 HIIE T BAHE, FHICHARESHEE 25 2 (TET AL E). 1970 4£4C
A5 1990 FRDEH IS L UL, FWIHED I NE) 7= a YREHRERZIHT L2 LI
X0, BATTRIMOEREEZ /ML Z LM THo72Y (TEFTVALANILSE).

1990 4FARNZ I3 T /BB B B ~ JE B % T o & BB 10 L, AT RE IR o0 B Rideau
FRNZOWT DT ¥ ¥ MU T b, — RIS TR ER T 260055 b 00
RUNCIIHHRET 2% ERESEET 2 2L 5H ) THRFMCIEELERSASKY (TET
PALNIL2). TRV ARER D B\ VIS RIGE FRE R OFH Tl 1~2 £ THIEO R A
bV (TETVALANILE), ®RIKEHRBITHZ MR CTHET 28I 2 % Eofiio 1
KRV (TETVALANILA), MitckOEBEEDB LURIEEOERZNE? (TET AL D)
AR STz DHE T A TG TR TS LTI R AY 1~2 AL R L 7252 D
RIS LY (TET AL D).

2000 fEARITIE, HUSHEH A A SR & ) R LR T A DAL LT, RS
AT ERITH T 2D Th T 2. DMD T BB i i & & BIEN T T 7 CEEALIS /)
PETT % 2 EABATREEO K FURHTFTHL I MM E LN TVWE Y (TEFTVALA
I 4). Iz s 3oCEIfENT 'V (TET 2 ALANIL4) RE—A Y PRI (ZET AL
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4), RGN Y (TEFT Y ALANIL 3) ZEH L TFiEEZ T, B REFHINT 5T
TH—=F PR ENDDOH L. BEBTEGEUBESEAZICHVERARY (TEF VA
LANIL4), REIERBEANADORKA Y (TEFTALNIL4), f#EF/NEE olbie 9 (TE
FTUALNILA) B EPRESNTWES. ZDX ) BETOEOMGT O, Re CHEST L%
FEB AL, AT ISP ATRED 2 4R T 2 720 OREREMMRME L LTS 2 7 (TEF
VALNILA) ) BEPFICINA SN BEE ORI X D SEALERATRE O R E A L
L, 2z G5t ~EHT 5 2 R TH L. ZOBUED S IETRIAEHIC X
D B 2 IR T A Z E OLEIZEVWEEZ SN,

WTAEATON T WA AT a4 FiEHFE, WS LTS LV ABIEREMN 2 LEE TR E
Lsghwv, 2FDRETFHHIREEILEVEINY (TEFVALANILE), 25704 FIEROAH
M & FAES I R W EEZ R SN D,

BHOMERZEL A Y T7TF) T ATIE, FMERIC L 5 TEIEGERICOVWTZET
YARTFEENTWE Y (TEF VAL, L2 Lo X912, #8555, net
ORFE T EOBEEDIAE, AR B REBELR & ADL ~NOELE B8 L LE R O
R &0 (TEF ALV 4), MIBEY (TEFVALNILE) REMEE 2 (TEF A
LANIL4) ~NOEERD LR E, BEE 2L LTE, FITIIERIC X D8RR
THNWIFI NS, FROMERTMIC I 2EHEEL L 2 T0EE L7129 2T, FligssiEsk
Z EEZHEPTFMENEEAICIE, Tk A4 vy 7+—2a Fartry #2872 2 TR HEE
REBLTHIVEEZOND P (TEFTVALANIL4).
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Clinical Question 8-5 8. BIEABRNERE
SO FHIEEDLESICULEHS LOD

OSFITHRKXICEK Y BRFBEDIET LSS, BRENNTERTZHDPEFET S
&, HFUSHEPBEREDONYEFICIIEICEENHEZODITDIENEETHS
(JL—KB, TEFVALANILB).
OHINI L, ERIYDEICHFOELIY DIREMETHITIR) HXVELIY
R KI3/NE, BAESICRBEEIMRDPHY, BRBREOHRINSEHS5NB (J
L—KB, TEFTYALNI4). ERRARR— MRBIEHADBREEETHICHE
$HTHB(JL—KB, TEFVALANIL4).

B= B8
72y Y XY A P a7 4 — (Duchenne muscular dystrophy : DMD) IZ9W T OFHFF

FiOMRBIZZ LW EFEEIEMETH L 2 LRI N TS, BHEEM IS O akr
HWFDOEDTHL72OLTIZHERDHIEPLETH .

s - TEFTVYR

DMD T H I OEBERIRIIER & SNb Y (TETF VAL L), Gz &3 ERE L
T, MMWER BB, i L) BLOWWER (Blsstk, A7a4 MERORIER % L) 2%
Fond. BREECOVTIIKEBICIZAB E MK TOREIRKREVEZZ O, Zh
ZNOERNORENEHTH 5.

1) SNZERNDX IR

DMD O L FBAEiE, SATWEEE DB 5 2, FA TN E D% F 72 3B R B
FHETHIENELL, RICFEEEREALSL TV, LEOFINIE TR (knee-ankle-foot
orthosis : KAFO) ffi & 1C% . Bz BE L7 2 Mo BFITBWT, ADL2MK T35 Y (TE
FUALNIL4).

KBS EFOME TREFEDERE & LTS, RIS TIEE 7 ABE, IR E T
B OB WEE TR 2372, ITETRETNRMIEBEAEAON R 572 BHOBE
WRILIEHTH o722 (TEFTVALANILD).

HAE OREBIERITIE IS BV CH—EHERA BB E O 21 ER OB HHEHAEIC X ) 128 ik
19 %1 26 BIAIA LNz, BIOBEKRE L CTHEKEDII,, I NE) 7= a v RAR R,
B EOBAMREORED DT 5N/, ZHEROARHOYELH -7, S 512, i)’

NI KB DORZ DL 72 OBIIRAENBAMBE L b o> BN FELEY (TE
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FUALNI4).

2) RNZER DML

O FO4 RKRAEEEDBERH

DMD T H2VNEBI 2 S —fB/RNBIC LIKEZ R L, BotaaiEzHE LKYRLE
KERHIREZET LY (TETVALANILE). bHYEOFEFMG T FEEHEEIWED
SN T  WERIEATI E TR OB AT RE 2R 7200 & L b IS L, BRI~ —h—iZ 11
~12RE DT OREL L WWEVEAME T 9 5 A LR D 27~28 s EI BN 5 g2 R L Y
(ZEFYALNILA), AERERINC X VIKEHEICEDWENRL D 2 LARBE I N

@704 REEEOERH

DMD D& BRI FREAFIME L D IREZ /R LA 7T 04 FiERETIR S S Iz R L 7.
2704 FEHAEICE) BEEOEIFHRTOAAETH ), BRHRGEKENTH o720
(ZEFVALANILA). WHOAT A FIEFHEG OERITZEIC B TERE~ — 7 — 3B
WX E BT LTH Y, KERH BN oFHERMEEZRLEY (TETALANIL4).

@ZXTAA RICEEL =B

DMD BHD AT A4 FEHIZOWT, EFFRE GEHIRS) 75 1 (16.9+£5.6 1%, 6.1~30.5 %)
& IETRIETE 68 B (14.4+8.1 7%, 1.1~39.6 %) % 3 4EMIEHF L 72 BIERIIZEIC B VT, 9
L OIEB A BT L7, B TIRIRERE TS < (RHERE 38.7% vs. JEIEIREE 26.5%), AFMIFsAE
ZZNZIAERRE 0.08% vs. IETEIEEE 0.03% T o 72, FRALIZEHRETIE 84.9% 25 FRCEITICTH
BOIK L, FEEHRECIE ERE T & TR IANIZIZRETH - 72 GEFEBE 52.5% vs. JETHIEHE
47.2%). MEAREITIIEFIE I IITE LS TIHERE 32% 124 S 7z, AT eI b o5 Priie 8
IR 50.94%, FETRIWERE 62.75%, BT & BRINATRED) & 182k U 72 RE B IR IE C 40.7%,
BRI 31% 725729 (TEFTVALANIL4).

SAEM DIBIFAFZEIC T, THEIIIA T B A FIHBOGEIZELRE < 25% B, MRS
FATF T4 FIBEEEICBWTOR 20% 12584 Lz, ST R b o B3 X IGHEET 77%, &
BRIECT58% CTh o7 (LETVALNIL4),

OEEBEREICHT 5AE

DMD HAOMIZRIZBWT, EZI VD EINVIILHH Y (TET VALV 4) BX Y
FIVDEEYIVKOIHY (ZEFVALNILB)ICE Y EEENEML, 2704 K
BERFOBZIIHNL, CARASA— MK THLT LY FOd— bOMBEHIZT 1~2 FFI13FH
FEDSHERFE 720338 L, G HIHPICKRE REITERIEA SN o7 P (TEFT VAL 5).
FE 1 MEANCBCTOFAETH- 2P (TETVALANIL4), RBEEELATEAL NG
PR O/RNBEBEZ D RIC L7 E AR AR R — b BF O BEVE2 LGB Tl B 3 % R
DIEFUVABPELNTVE YW (TEFT VAL 2) 725, BRI OWTRANTH 5.

HERZERICAVWSEOEER]

BIEGEEITIC B THEE 2 25BN, BHELFHICIVBESNLS " DMD IZA L
N5 HREOFEHLE REFEOH AR, MEZROZ L2 HME LERNELTDH ) KE
TR Il LRI TR 2 v, BRI LS B PRIRIRICER T 2 L 1ZRS
BN EIZDERPLETH S

BADZA T a4 FEFREEIC OV TR EARA R A — P EPEETHS 2 LarLl, A
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8. EEAMRIENERE

70 A4 FUEEHEGE TN AP S VR I & 2 2 2R S Tn b, REAR
PR T EHEET I UEEOHAPEMTH Y, SRRl T TdHHEIRIER
HPACTHAHZ L b %\, DMD TIHRHIR AR, HHICE D BRHEIEILLT 5700, LHIC
HEEOAZHEITHOFEL TH50 TR, FHRERRLERH - -2 E2S5EITL
BRAGHEOEIEMN 2 + 0B BT 2 LENH B -

R~ - —D—BEE2RAVITIRT. RP7 LT F=VICXDHIEZEL, &0 FKbE
DEEZ T LHAND L TR T ET 5.
FHRFZOWTIIMRAIRLELZ AR E L2 BT Y ABERSINODOH 505, WELEAY]
b %<, DMD IZBWTH 4% Ok L CHRZIUES 2 LEH 5. HYHHIC X 2597
TR OMGE I RYI 2 EHIESLETH ), St FTe % &8 4 2RO RS
Mfsshs.

K1 BREV—H——%

T —H— D wE | | wes | Tooe? | BBEIRE0 2
AER D72 | & D
BHMH~— |+ AFA4HIL>>  |OC 3% [IRMA |intactOC : &R | (+)
A & |ECLIA [N-Nid OC : &R
&8 7 )L 5 A A|BAP mE [EIA =] =
J7Ea—t & |CLEIA SIS
187035 —4>|PINP m#% |[RIA intact P1NP (=) (=)
N-7AxXTF K = [EcLIA [total PINP: k&| (—) | (—)
BRI~ —|EUS > PYD R HPLC |FRAR (+) (+)
A— F+¥>EU> ./ U|DPD R |HPLC - [HPLC : %%z SIS
D2 EIA -
CLEIA
[ OS5 —4 2345 |NTX 3% (+)
N-ZBXTF K R |EIA- [CLEA(R) :%&R| (1) | (B | ()
CLEIA
[ 85— 4> 2818|CTX & - [EIA - |ECLIA () : sk&| (+) | (+)
C-FANTF R m# |ECLIA |- BI%th
R |EIA- SSRGS
ECLIA
SERBIEFEE A 2 | TRACP-5b | 155 - | EIA = | =
77 48—+ -Bb %
&< N [{EHILARESIALF [ucOC & |ECLIA [F& 3> K, DAE (=)
o A BE|ZTADLSY BIR - RBEEEN
N—h— TR
A, - m# - [HPLC |%&R. —@oBs#| (+)
R BAR FRE CAR
m4% - [EIA  |R&R - %
iR
RESATA > HCY m#% - [HPLC - [R&R. OEE &
R |Bx- |EYAFURE &
CLIA |B E&3I>B,X
TECEAR

RIA : radio immunoassay, IRMA @ immunoradiometric assay, EIA :enzyme immunoassay, CLEIA:
chemiluminescent enzyme immunoassay, ECLIA : electrochemiluminescent immunoassay
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Clinical Question 8-6 8. BEIEMAFRIREE
FiaEICHIT 5 Fsadnh

OEMaRICHEVTIE—RILBRSBERTIFEFEHKRIC, BifS( 7, BRSSEDREE,

ADL, QOL &%=ZERB L TRFEZRIRTS (/L — KB, TEFTVALANIL4).

ig OB DOTIRER 2R Y 2R TMECERDBFICHASNDIEE, Bl X HRIER

Bis%, BERRE, CT, MRALE, ASHDERZEZMVTHREENICEITDR
E\ZWBIB(JL—KB, IETVALANILAS).

A= B8
T oy AR Y A M7 4 — (Duchenne muscular dystrophy : DMD) & THA LN
PTIE, BT X DA 2 SAEP SRR L O S . Tz, HASALAZED
LIS KIS RE 2 728D, FERPENDGEDDH 5.

fRER - TEFTVYR

B OBRREIE I CHERR 2 WE SR Y (ZETVALANILS) 2 (TEFVALANILE), —fk
OFMEEEE I L MRS, B 5 A7, BEEEEORE, ADL, QOL % L% L Cihfikix
IR 5. Lk EIIEE A EDPMRGEEREToTWAE Y (TEFVALANILE) 9 (TEFVA
LAV S). SRRSO FMBARELRGENE L, $E IS L ) Pl 22
DIF)VBREVWTDERDNS.

WNEE, FEE E D IE#FEOBICIE DMD BB AR Z X - L3 Wil HoaEd
HRETHALH., BYLRREPINECY =2 a VA ADNEENS.

HAE OREBIERITIEIC BV CH—EHREEEABEBEE O 21 R OB HHEHAAIC L D 128 fir
19 %1 26 HHAA L NIz, BIOBERE L CTHETKEDII,, I 7= a v LR,
B EOBEAMEOMER DT o225, ZHEROAWADEGED H -7, 2512, B
B> THHNIDPEN 72D 2 DI KIEIHOFRA DA w7z, FIREIEH M5
B o nBRPREELZY (TETVALANIL L), B FILERERESRIICA SN A4
&, ANEEBOFAEIRE SND -0, Bl X BcEL Wi, B RE, CT, MRI %
&, A S 2O WG & i TR OA I E RS 2 LELH 5.

ERZERRICAVDEFEDEER]
FIO—RIHEFRIZOWTIE, FERITDIT & ZHHE & R BN FE E OIS, Pk

FIEROGHEDSHR SN TBY, DAETD T TITFMEROMUBCE R BG M E I L
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