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T2y AR T A b a7 4 — (Duchenne muscular dystrophy : DMD) B X O

EREME Y A b2 7 4 — (myotonic dystrophy : MyD) TIZIHIRDEITIZE D W,
BHFIREORIBENLIN 2 5. HRIRI & BFERE & OENZ Wl 3720, #I3EE LTw
% DMD #4034 & MyD B#159% & i QI A AR EE (X7 — Y CTRY), IPRER
P EHIEE, mE7 V7 3 v (albumin @ Alb) HIZDWTE i IL RN FE % 175 7.

DMD TR & SRR IS —EDBMIEA SN h o 7. RITHENO ) bEBEL
AT =T 7 TIE68.9%, A7 — 8 TIZ5L. 0%AMEML Tz, IPIREREEICE S R WEBED
#A&1X, NPPV (noninvasive positive pressure ventilation) Ti354. 2%, TPPV (tracheostomy
positive pressure ventilation) TI337.2%, A 7 — ¥ 8 5> NPPV 1352.8%, A 57—V 87D
TPPV Tl334.3% LML F L7z, FMlaEEL &I, MELOBNEEG»METL, MR
mOAINA% { %), BMI (body mass index) R Alb 2METF L7722 &H 5, EHIELEHIEY T
H5HY, BEBEEORKZHER L CRBRERPRERELRH T 2LEND 5.

—7i. MyD T3 Fim, FEEE WRREEAEFEBIIHEIALAT, A7 -V 7TH
56.4%, A7 — T 8 Tld32.1%, NPPV Ti358.9%, TPPV Ti336.4%, A7 — ¥ 8 7> NPPV
1350.0%, A7 —¥ 874> TPPV TI316. 7% A L& 2 BHLL T 7z, Alb (B E B R IR 4
MBI »rHLOLFRMETH Y, FHIRERBIEEZET 5.

¥—7—F FTalrz XBHBIAMNOT 4 —, BREMIS A MO7 1+ —, HEREEE,
MEIRIREE, BREMAEE

FE R B M LR B SRR, « fReNE TR R L
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Ty ARG YA M7 4 — (Duchenne
muscular dystrophy : DMD) B X O E % ¥ A
b @ 7 4+ — (myotonic dystrophy : MyD) % 1%
WIRDIEITIZE D v, AFBROWESLETDH
5. Gl REBIIBWTHERRI E AFREL O
BIEYE I DWW TS fiak L FMFSE 2 1T - 72 D THE T
5.

MR ETE

XFHUL20104E 7 H OB T Y A b7 4 — i
AT 2 E IR BERAE ERE & RS - R T
Jet v & — DT ABEH TRITHENZ LT 5
DMD & MyD & L7z, HEE#AE 2 %M LT,
SRR % AR AR (R 7 — TV TRT),
WP BIE (PR sG, FRAR BRI I I 3 S ek

(noninvasive positive pressure ventilation : NPPV),

LAY BRI (tracheostomy positive pressure
ventilation : TPPV)]) 12347, BFEEL (FIE
7 (FPAE - gEE - —ORE), HgHEE (%
FIFL-VITMA), R—ZAMRE (IFF—£-
) —f - RIRIEmREI D)) 123458, RER
B (7 V7 3 >, albumin : Alb fit) 122\ CTill
FL7z MRITPME s B FEATRER L, Wats
FIRRET 1E Tukey—Kramer M2, ¥ Mz PE o e %z
ITWREMES WU TE2ERE Lz RFRIZYEE

(F L bE) OB ERE & OKRZ G THEBL 7.

] R

DMD 13403%, ¥ 3 4F #528. 4 9. 8%, MyD i
1594, F¥4Ein54. 3+10.55% Tdh - 72. 20104E10

H O CTAa27Hi i 2 ABE LT\ 72 DMD 137564,

MyD (23854, WMIZ DS N4 h - 7 3jtiak & B
X, RBROEIDSTRELZEEEZRNRICL-Z LD,
DMD & A B 44K #53.3%, MyD B & 1341. 3%\
H1z5h.

1. DMD (5T 3 BERR &EBERE

1) ‘EhploEFIE (K1A)

B, MRS, ~—2 MREIC—EDMn
Eabhzhrol EEEZENL TV 2E4
1Z, 205 AT T904 654 (72.2%), 21-25i% T4

— 228 —

41 5044 (53.2%), 26-30i% T 754 484 (64.0%),
31-35j% T6144 H129% (47.5%), 36-40j% T45%
194 (42.2%), 41i%LL FT38%74120% (52.6%) T
Ho e,

2) FEREREEEN O LFEE (X 1B)

403209 b, AT—3 8 (FEMLRFEATRE) A%
2574 (63.8%) &b, RNTAT—T7 (F
WARFETRE) 251224 (30.3%) &, AF—V 7k
894 1% % TV, AF—Y6 (Fhig\)
T174%10% (58.8%), A7 —V 7 T1224184%
(68.9%), AT — 8 T2574H131% (51.0%) 2%
B Z L TWwie, BER & AFIERICHAIME
(EENY (RS Y

3) MRAEMENORFIEE (K1C, %£1)

403% D H B, MW IESE L 53894 (22.1%),
NPPV #3236% (58.6%), TPPV %378% (19.3%)
E77. 9% DN B % 2505 LT/, IRV ETE
B4 L, HBHEER, ~X—2 MREIZZAZH
BmL 7.

R EOBIEEH6 BT Tdh - 72 B, I
Wes IS 5744224 (29.7%) 2k LT, NPPV
12844116744 (52.3%), TPPV294: 1244 (82.8%)
Y%, WEEIEAIC B\ TIE61. 2-80. 0% A3 HE L
6EILLTTho7z, FFEEICHI &S 2L
TR EIAE, WiRIEss744h12% (16.2%)
2% LT, NPPV 25128% %1794 (61.7%), TPPV
A29% 124 (41.4%) £ %<, BEREREICBY
T1369. 4-80. 0% ASHiBh £ 5 2 A L CTw 72, BMI
IR AR AL D AREICIRT L, Albid TPPV
WBWTAHRBIZKT L.

4 ) KEBEREERE - PRSP o AHIERE (K1 D)

FAT—=IIIBNT, MRS IV EEAEOH)
B L, BEREEOBEESEML.. AT7—Y
712 BV T 22 2% NPPV664 11384 (57.6%),
TPPV 9 %1 54 (55.6%), A7 — 81ZB WV TNPPV
15944111844 (52. 8% ), TPPV674:H123%: (34. 3%) °
B 2L TWwie.

5) PEREREEEE - MR Alb (K1E)
AbIZA T — T 7I2B W TIEN 23 5% % #4. 3+

0.4 (g/dl), NPPV4.1+0.4, TPPV3.9%0.5, A
T— T 8IIBW TP aRIERA#4. 3+0.3, NPPV
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OEks O ragEgs [0 X—xMRE A%
B ~EREDEE % 300 1
100 4 r 100
] 250 -
O EfRs
80 1 |722 - 80 200 1 [ EBR#E
~ 0 "=+ &
60 \yj 526 [ 60 150 -
40 A r 40 100 +
20 1 20 50 1
m N =
0 . . \ N ,
0- -0 1 2 3 4 5 6 7 8 2F—
=20 21-25 26-30 31-35 36-40 M= F T
ER& 654 (72.2){50 (53.2) {48 (64.0) 29 (41.5) 19 (42.2) 20 (52.6) el 12 10 S @0 G6E) 8EEY 1 60
AIEEER |16 (17.8)[31 (33.0) {16 (21.3) {16 (26.2) |17 (37.8) |10 (26.3) ngugmﬁﬁ 0o 1Ush 5 @m uaemue @
R—Z FRE| 9 (10.0){ 13 (13.8) {11 (14.7) 16 (26.2) 9 (20.0) 8 (21.1) /\_f—( ol ° 0 2 a8 14 416,60 (18.5)
ABE %) |90 (100) {94 (1000 {75 (100) {61 (100) {45 (100) 38 (100) ARE 1o 6 (00 17 (100) [122 (100) ;257 (100)
S - /L v -3 £ -/, A
1A DMD BEICHT2ERINNDBERLE 1B DMDEEICH T 2 MEREEERORERAE
A A DERE CEBEEE S<—IMRE
250 O EkE 200 -
O EERgs
200 - O X—RMAE 150 1
150 - 100 1
100 - 50
%01 ° FEIR 2R IR RR PR ER
2 s ady
- - S NPPV TPPV . NPPV TPPV . NPPV TPPV
N RATF—2 1-6 AT—Y 17 AT—U 8
PR 2R JE S TE NPPV TPPV
BE 94 (81.8)] 6 (54.5){ 1 (50.0) 41 (87.2)}38 (57.6){5 (55.6) 24 (77.4){84 (52.8)}{ 23 (34.3)
Efs & 144 (83.1) 128 (54.2) 29 37.2) SEIEEMR | 1 (0.0 4 @641 (50.0) 3.6.4 {19 (28.8){2 (2.2 5 (16.1){43 (27.0){28 (41.8)
TEMR R R 9 10.1) 66 (28.0) 31 (39.7) NR—ZMRE[ 1T O.D] 1 @D [0 (0 36419 (1362 (2.2 2 (6.5{32 (20.1{16 (23.9)
R—Z FRE 6 6.7 4 17.8) 18 (23.1) AEE @ |11 (100 11 (100) {2 (100) 47 (100) |66 (100) {9 (100) 31 (100)} 159 (100) {67 (100)
AHE () 89 (100) 236 (100) 78 (100)

1C DMDEEICH(T 3R EIREFNDOBERRE
NPPV : noninvasive positive pressure ventilation,
TPPV : tracheostomy positive pressure ventilation.

Alb F— ey s
g/dl i H
50 - * *

el
ARPR

T B i el bbbl s
30 BT TR FRaR
. NPPV TPPV . NPPV TPPV i NPPV TPPV
AT— 1-6 AT—=U7 RT—T 8
EEE; 42:£04|41£03|42+00 43:+£04( 4104|3905 43+03| 4103 | 3804
AH 9% N 1 32 59 9 20 103 |51

1E DMDEEICH T 2HERETE - FIREE
ERDIMBE7IVT I AE

BEFEOMBT7IVT I EOFHE (@) CIZEFE,

PARISEEETRETT.

Alb : Albumin, NPPV : noninvasive positive pressure

ventilation, TPPV : tracheostomy positive pressure

ventilation, 3 : p<0.01.
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1D DMD BEICH T I RAEREEE - FREE
EAOBRERRE

NPPV : noninvasive positive pressure ventilation,

TPPV : tracheostomy positive pressure ventilation.

4.1%£0.3, TPPV3.8%0.4&, FEAHFIZL b B WKT
L7275 W b IEHH#PHA T, 3.5 g/dl R id
295411861 (6.1%) T o7z,

2. MyD IZH T3 BFIKREBETE

1) FEmploRFRE (M2A)

B, HEEEEE, ~—X MREIC—E DM
FALNLDo7 FIEEZEIL TWAEE,
455 LT T3744H15%4 (40.5%),  46-50i% T2344 115
4 (65.2%), 51-555% T25%44 11444 (56. 0% ) , 56-60i%
T35% /11844 (51.4%), 61-651% T234 11144 (47. 8
%), 665D FT164%H 7 % (43.7%) TdH - 72,

2) WEEEENOAFEE (K2B)
B9%DH L, AT —I7H78% (49.1%) & i
H% L, WMNTATF—T8»28% (17.6%), AT
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&£1 DMD BEICHTBERRR
#p<0. 01 (vs FEIRER IR REEY)
nRe IR EsFERE NPPV TPPV

U6 FILL T [GE 2/74% 297%  67/128 528  24/20 828
T RE A 12/15 800 67/108 620  30/49 612
B £ Tl 12/74 162 79/128 617 1220 414
WRE A 1215 800 82/108 759  34/49 694
REEALDS OB A 35/74 473 77128 602 1420 483
W RE A /15 6.7 38/108 352 19/49 388
Body mass index I 172+ 25 664 146 +44* 118 138 +35° 29
(lg/m’) e A £ 146 = 22 10 13532 96 130+34 45
Albumin (g/d) BB 43 =04 49 41+04 93 3805 25
T HE A £ 44 =02 12 41+03 80  39%04 36

— V67254 (15.7%) T, A7—Y 6-8%%82.4%

ZHEOTW, A5 —Y 6 Tld254H114 (44.0%),

AT =T 7 TIlE78% 444 (56.4%), AT —T 8

TIE28%4H 9% (32.1%) MREIEEZELTEY,

Rid e & IR ICHAITEIE A S e h o 7.

2t
2 g

3) PP AERE R O L H (M2C, %£2)
159% @ 9 B, W25 53924 (57.9%),
NPPV 255644 (35.2%), TPPV #»%11% (6.9%)
T ERIEEA DB E oz, FEEZEIL
TV 2 EIA IS IIR 2R I35 3924 h43% (46.7%),
NPPV %5644 H133% (58.9%), TPPV 25114 4 %
(36.4%) & HHMEZFBD %> 7z

ERERE A OHFNE G236 I Th - 72 EF13,

P i IR A (S HE TP e A8 CHIM L 72, £ 72
TEREFR B LMY £ 2 AN L T 2 B P
IR AE16. 3% 12xF LT NPPV30.4%, TPPV42.9%
LML 7z, Alb ® BMIIZ—E DAL A S N7z
o7z

4 ) ¥EREREEE - IR B o AR (M2 D)
AT =TV T7TIZBWTNPPV 225 L T 532%
11944 (59.4%), TPPV 5 4 344 (60.0%), A 7
— Y 8BTS NPPV 6 % 34 (50.0%), TPPV
6414 (16.7%) DEIEEZEIL Tz,

5) FRREHE: - AHIEENO Alb (K2E)
Alb IZATF—T 1-6 1BV TITIRE IR #3.5
+0.5(g/dl), NPPV3.3+0.4, A7 —TY 712BWVT

— 230 —

M-I 2 JE 3625 #3.5+0. 3, NPPV3.3+0.3, TPPV
3.3%0.5, A7 — Y 8 ICB W TIZIEE A #3. 6+
0.4, NPPV3.7+0.3, TPPV3.4+0. 8 & M-0 27 2% %
W& D WK TFEINNICH D, 3.5 g/dl £ 131024
15544 (53.9%) T - 7-.

Z =

DMD TIEAT =Y 7 & 8IZE->TH HB5EN
FIEEZEINLCTBY, M - AREREEEM T L C
bIHME - HETRERRIZ 2 DIRIF L TV A Z &b d
o7z, B OREEIIEBEG L D HI1E20ITHET
b %D selectivity 2"F B SN TWw 5., 72, %
REREE B IL B O HEATGEED b AT EEETH
D, FRERFHEGOREDEAWTHE L2 TIX
BN E»SY, MR - BAR TR A 7 —
Wz v CHEAME T REDFHE S Tw 5.

I EREEE 12 L b R VRS EEI A L
AR Z 722 s, WIREREHICEDL LEA
W FHRE DR TT2 £ 2005, SOICHBIARZ
LT3, BMIRADAMK F L TWzZ &hn, &
FIEI;WY)TIE RV EEZ SN, fil4 DK % 2
L, BFEBOFERLEEREONGVLETDS.
HEEREEOREINL, SIS AR O LA R I
REOMITICE D, M4DFRICAL S LR Tw
5V —J5, BN FREEORE LR E ORIZZE L,
DMD®D AT —¥ 812JE T 51098412V THGES L7z
LA, MR 8 A ABIAFE T HETH -
7205, BEREZEOEEIHE R NPPV2RY4 D H b

A
2 R&
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O @Eke O BrRR#E 0 R—ZMRE A
A% ~BERBOEE % 100 4
40 - - 100
O @Ers
% 4 - 80 O "ABE R
B x—z kR
[ 60 50 4
20 - ! ' 43.7
L 40
10 4
L 20
0- 0 0
<45  46-50 51-55  56-60 6165 66 % ! 2 8 4 ° 6 ! 8 270
Epe 152 (40.5)(15 (65.2) 14 (56.0) 18 51.4) 1 o.e 7 3.9 [}z 14 (50.0)f 3 (75.0){ 4 (50.0)i 8 (57.1) {11 (44.0);44 (56.4)} 9 (32.1)
REE R 16 @2l 1 (0.4 8 (32.0) 13 @1 9 @9 1) 7 439 ﬂgﬂ‘:‘}ﬂ%ﬁﬁ 1 (50.0)f 1 (25.0){ 4 (50.0)i 6 (42.9) |11 (44.0)i24 (30.8)i13 (46.4)
R—Z FRE| 6 (16.2); 1 (4.3) 3 (12.0) 4 (11.4) 3 (13.0) 2 (12.5) N__7\ ikl °© 0O 0@ 0@ 8 (20410 (286 .4
ABGE %) 37 (100) {23 (100) 25 (100) 35 (100) 23 (100) 16 (100) AEE () 2 (100) | 4 (100) i 8 (100) {14 (100) {25 (100) {78 (100) ;28 (100)
KI2A MyD BEICH T 2ERINDEEREE 2B MyD BFICE(T2HREREEEFHNDREMRE
A# A 0ERE oEBE#EE oX-XMRE
100 1 mlE %07
O e A 40 |
B <—RRE
30
50 | 20
10 A
0 -
o2 E =)t IR 2R
e NPPV TPPV NPPV TPPV NPPV TPPV
R S = RN rEE EE
F T—Y 1-6 ART—2 1 AT—28
REOR A5 JF4EIE NPPV TPPV
BRR 16% (45.7)i11 (61.1) 22 (53.7119 (59.4)} 3 (60.0) 5 (31.3)} 3 (50.00{ 1 (16.7)
e 434 (46.7) 33 (58.9) 4 (36.4) IEESE |17 (48.6)] 6 (33.3) 15 (36.6){ 9 (28.1)] 0 (0) 7 (43.8)f 3 (50.0){ 3 (50.0)
MHIBEER 39 (42.4) 18 32.1) 3 (21.3) R—Z B[ 2 G166 40.8) 1 4 (12.5] 2 40.0) 4 5.0 0 © 2 (33.3)
R—Z MRE 10 (10.9) 5 (8.9) 4 (36.4) AEE () 35 (100) {18 (100) 41 (100) 32 (100) { 5 (100) 16 (100) | 6 (100) { 6 (100)
ABGEE %) 92 (100) 56 (100) 1 (100)
2C MyDEEIH U 3HREWEOAEME 2D MyDBEILH SAEEREE - WREEX
A=
NPPV @ noninvasive positive pressure ventilation, HORERRE
TPPV : tracheostomypositive pressure ventilation. NPPV : noninvasive positive pressure ventilation,
Al TPPV ! tracheostomy positive pressure ventilation.
g/dl
45 -
40 - - .
3 %, 24 [RINPPV13Z D 9 ©46%, TPPV60% D 9
- — < 5 2| S 4
P IS G B SN NN SUNNNR. JN S H50% &ML, A& Ekk, FIREERRRE E O ST
N 4| -
A TR E IS LTw s s hTw
30 1 %Y. Z LT, TPPV 3METHEREREEIC X 0 £3HE
- PEAMET L72IREZLETE T, HEERI O
: R R od) 5
spseze NPPV TPPV spseye NPPV TPPV spsezg NPPV TPPV 5N TWAY,
27— 1-6 27— 7 AT—T8 - o <
_— MyD &, A7 =¥ 7 T56. 4% A E £ 2 #MIM L
1%%4%% 35+05(33+04 35+0.3|33£0.33.3+05 36+04|37+03(34%08 " N e o
At 2% |15 2 |18 |3 8 4 3 B V), if:ﬂ?”&%ﬁ#%%’(‘%, ﬂ?i‘%ﬁ%ﬁli

2E MyD BEICH T HREETE - HIRERE
AOMFE7IVI I AE

BEBEOMBTIVT I AEOTIIE (@) CIZEFZE, SiRIE

HEEFETRZ7F. Alb: Aloumin, NPPV : noninvasive

positive pressure ventilation, TPPV : tracheostomy posi-

tive pressure ventilation.
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53.3% &, A, FEEEE, MR L R L
DRI A LN o 72 I - W REEI2EA
AVH Y, WTRENFAEL THWRIZZLW L
50, REHRRE 2 AT ) K] O FIWT I T, RAE
RLELPIIED 720 DILEFAEOBEHI WL L %
Zh. TLREIZ22DLT Al PMEETH - 72
ZEhn, AFNFECHEIURI Z MR L TRIINE
WCHETL2LEND 5.
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%£2 MyDBEICHITBIERIRR

i IEREsIEREE NPPV TPPV
I 6 # LT i £ 9/43%  209%  6/33 182 0/4 0.0
WrEREES  5/49 102 3/23 130 1/7 143
£z S Gl 6/43 140 4/33 12.1 1/4 250
BREMEE L 8/49 16.3 7/23 304 3/7 429
REEDIIOBEIR MK 17/43 395 5/33 152 0/4 0.0
WrEREE A 13/49 265 7/23 304 1/7 143
Body mass index R & 210 + 43  43% 225+ 36 31 229 = 27 4
(lg/m®) BHREREAR  195+35 45 203+37 21 214=50 7
Albumin (g/d)  FIBf 3604 29 3403 20 37%02 3
BREREERE 3504 30 33+04 17 30%07 3

BEE AW AT B A R - AR AT SR 2R AT
B9V A a7 4 —OWEL AV EEO Y A
T ARSI T A HFZE] (FATLISEE © MERE) OB
T REBIZSHA W w SR, BT
BT (ENZAE S - ARRERERIT e v & —ike), ARG
F OBNE#HLE > 5 —), HHET OVENBE), JHik

w3 (FAWbE), HEBEsh, ALINEE (W62 E Wb,

EHWES GRSk, WEE, Srmey (Pt
Wibe), A GEREED, BT Gorimbe),
B, INHMEA (RREHRE > 5 —), BNMEZ &
BEmibe), NG, BHEEB (BT, #INE
o, WRAKET (FLZERED, R WHIER OJR
wimke), BFRHT, REF (RREHFL> Y —), b
HZM RLERLE > 5 —), HERET, SR X
BUWERL > & —), #EmE (R, Sl
T (RS > & —), RZFET, FHEAE (8
ENHE SR )
PREFREEL (BT HURRE), FolLfe— (himke) oz
ERMICEH L 9. (g, NEASE)

EEOFBMER © A LHEERNFICHEL THE %
L.

—232—
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