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S5 TV, ENBRVWI ETROPNSL Z DL ns, HARTIEALBHIC AST,
ALT Bftize EVE o TRE - F R/ A SN/25 CKIIEIC X ) FERICER I NS Z LDl
I N\, HARIE T 5 EIEEE ) O ¥ — 2 % & 2 CUBEBRITIEIR2SEST L, % <1E 10
AR IS ATRESE R & 7 5. SHEIRE ) O T ISRy, B e L, #7355 —
W 10 ARSI AN G, (ER RO A X D IR B, TNOFERREITOA Y — FIZ
I NZEDAETET 5. A PHE BRI SRR AT UAEIRDSEAEAL L 72 & & I3 NEAR R 5 A3
LDM#ITLTVD I EDL 7z, N RRAI X 5 R0 20 FFAN C I8 BT #8722 IR 1] 2
SDAANEERT LBV D 5. WA HEE A LI O HARFEEIC X 2 A4 1%1% 10 s HEET
BHolzh, DT —=FI2LBE 0EEBZLENICRoTETWS., TOFHEIHAET TIC

v 24



1. ¥ &

ST ENTWAERE, ¥ 7OEEMZIHEWISRL TV,
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Clinical Question 1-1 1. 8 &

DMD D&t F&IdEL COL 5D

OEMTERALE, DBEREICHT BEFAIEREZITOZEICEDST, TavI X
ﬁ BT A O7 1« — (Duchenne muscular dystrophy : DMD) Q4 FE Ik
EZELTWS (JL—KA, ITEFVALANIL 3I)

BR800

DMD O HAREIE, 3~5RidiEde3 <, EhihnwZ ed£ <, SmEIGEDR oY -2 %
oz, DBEBRIIERAEST U 10 ENBITARREE 2 b, TOM%, WIARE, [LHE% 290
B X DN, FORIEMPRLHEITO ALY — FICIMPAEDSELET S, HREHEIC X 556G
10 AL TH o 7288, HAMEHRET) T EIL T, AMPRIEIERLTWA.

s - TEFTYR

BSOS, T, RN 2 EORBS Vb 0L H o 7205, WHERRD
ZOFLBRIRLZ:. HRED S OFFIETTH VA M a7 4 =9tz A3 5 E 2wk (10
ENHER) OF =4 ThH Y, HPMETHICEMARIC TRFANEREZZITTnb Lwn) g
T ADH o 72 HEHATH DL I EICRHENDLETHL 7O (TEFTVALNIL3). ZO4RHPT,
YA a7 4 =D T — 1%, YA a7 4 —iwbiE A3 5 B Eb R CE M A2 2T
TV A EBRFEOHN EMEZ LRI L LTiT->TB Y, FBEErmnwe E 2 ohiz a0
(TEFVALNILE). Thoofifizsab e, HAO DMD BEOLEGTHRIE, FEICK
HBLTETCWD LAHETE 5. ESN OGS EFREIFAT D ED RSN TV DAMET
EHHHRTO(TEFTVALANIL3), 20752 CTEEDOTHIIIIET A >~ 2 TREEED
%U‘ 15,16).

INHDOTFT—=FH 5, DMD OHREIZAEMNADRETH 18R THAH L, FREME LD
FEHEHAM O FIZ X > TPHITEEL, 30E2 A A LI IR TwD 2 EIIFBIINEELE
Zohiz. BEO N TSR 2 b & L7-udiEROEEM 2R 55 O T, DMD BHOE
P HROYEED - DIEFI REREITH) T I3HR L —-FA L L7

EWN, EANOEGFRICHTZ2IMEDEN TR ITIRT.
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1) Ishikawa Y, Miura T, Ishikawa Y, et al. Duchenne muscular dystrophy: survival by cardio-respiratory
interventions. Neuromuscul Disord. 2011; 21: 47-51.
2) TIshihara T. Progress in clinical management and prognosis of Duchenne muscular dystrophy. No To



1 AHFRICETHIDHREOEN
wa/Ee | Ramw | LR ) SOREE | g BT el =1
e 1 ~1984 [186+29| 181 56 1] 3
Nl 1984~1991[175+30] 172 11 | DIEFE (AN TrEaRsk{Em )
281+83| 289 24 |mEyRIEEe
1991 ~ [228+36] 219 8 [DWBEE (NPPV M=)
274+66| 396 88 |NPPV A
ErmkaiiE (1975~ 1983[182+3.3 26 2| 4
LSS 1984~ 1990[19.6 + 4.1 25 | ATIEgRA{EFRH 3| 4
20.3+30 30 [BERATERERHE
1995~2007[252+ 4.9 41 4 | 4
EimkaiE (1980~ 1995(200+34] 20.1 65 | ATWogskiErE) 5| 4
a2 212+28| 210 15 |2 A TrEeg )
243+52| 245 8 |BER AT FRERG
1980~2004[19.8+35| 204 74 | \THRoRsRiE R 6 | 4
257+52] 310 29 |mBERATRIEFEH
EmREE [1977~1984(189+4.1|176+ 10| 33 | ATHEURAERA 7] 4
JIRILFsRE 1984~1993[20.0+45(323+ 21| 34 |[ATW®RERA
1994~2003|252+4.6(330+ 1.4 14 [FEEATWHREA
2004~2010[31.8+54 1| BiEkrEsE A
ZHERRERZE (1979~ 1982([18.3+ 4.5 89 |Hmyarn7«—miEEEd| 8 | 4
% 20 MR OBA X H/E
2000~2004[27.5+6.3 184 |Hoaro7+—%B932| 9 | 3
27 BROHm X BE
2005 ~2007[29.5+6.2 108 [yaro7+«—%H332| 10| 3
E 27 WERg DRTA £
Fyw—4 1965~1975| 186 163 |Fr~v—vnsEMmENBEZ | 11 | 3
F—2ZRSUF7| 1960 &K 18 10 12| 4
1961 ~ 1981 20 21m% | 22 |AIHREHE, EEwk| 13 | 4
Bx5 UNEUF—> 3 8A
KE ~1996 17 33 14 | 4
2[E 1960 &4 14.4 9 15| 3
1990 4t 19.3 134 | ATk {EFE
25.3 24 | \THRERM
1990 4Eft 222 14 | \THoRfEma 16| 3
30.0 34 | AT+ EEEEMHETE

EL:evidence level (ZEF>ZL~NJL), NPPV:non-invasive positive pressure ventilation GEREERGERTEE)
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