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[ WRERE H70%  FRFIET) 5 ]
H E127~E133 FRc1246 A

AN TIPS E ORI ZEE L D EFERE o7z
EVERI PDHC K THED 1 1

R K FERRSE KR

INRRE (B REBEARTHIIR)

VI w47 EL )=y
2 HAkI V=

=Y L7 AT AX by Th I
PaAS R AR - PR
AX * N a PR r4 =2 77N
AR Bt RE BT - Il

7 v X 5
AR

v /Y

/ ¥ sz 3 v 1
U RANEI PSS

a

(S K124 27 16 H)

w B
IERZ Bk E LBIRETEOI Y Y
T - IFF—T, BHEHOWRE, S IHEWAEET
B o 2R EOMNREEZ A& LEZ, HIK
ANTIREEZREOAEEL2L A, BED
quality of life (QOL) ®Ja] LICER TH > 72D TH
5T 5.
E fl

BRI RIS S ESE L BE R TIRICRE
L7 IBT, RERE, BABICRRLEIXEZ L’
v, SR L BE A RO I, EETEI
BHICTHRICHDPALTHRITARIC S ZEY —
RASHEL, HHEEEBIULE - - Y Ve VB
oEEEiEEs N, BRHIREABRLL.
F£1EABRKBRIE 131 7HT, FE 1474
cm(—10SD), 1K 352kg(—1.3SD). fkif 37.0
T, WRHa%% 90 [al/4) - %, W0k % 20 [B/45) - #&C
5.

W RE ER DAL M AT AR 1E v, IREE T,
REGEREE, NREERE T v, REBE A

FET, WORSTIERETHE. E - BE - IR
BEAETIIRV. FEYD, BERARIIWET,
Wi, TR, EEEENIATRETH B, BARA
135kg, 1 140kg TH 5. HFHH T A MIFEE
5 03—, PR - =AW - BIEY 3, 2o 4~
5 &N HEA DO KT % 2D 72,

MEMRR M CK193mU/ml, #LEE 554mg/
dl, ¥ V¥ V' 1.79mg/dl, L/P It 309 & Bt %R
L7z, BT Rl $k 0/3, & H 23mg/dl, ¥ 70

Exercise
15w 15min

FLER
(mg/de) % Exercise
15w 15min
100 4 L/Plt
40
50 20
0

0 15 30 45 (min) 0 1530 45 (min)
1 % 1EAKE, TyTi—y—BH157v b,
15 43)

Tsutomu NISHIMURA . Kazutoshi NAKANO, Hiroaki NAKAJIMA", Katsunori SHIMIZU”, Miyako
OGUNI, Haruko SUZUKI, Keiko SHISHIKURA, Yukio FUKUYAMA and Makiko OSAWA (Department
of Pediatrics (Director: Prof. Makiko OSAWA) , Tokyo Women' s Medical University, School of Medicine, Ypre-
sent; Sophia Children’ s Clinic, ? present; Shimizu Pediatric Clinic] : An efficacy of an extracorporeal-chest-
respirator during sleep for a case with mitochondrial cytopathy
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12y 13y 14y 16y 17y 18y
T T DAF}% T [i] T [ma] T T
Actit viv. Chest-resp&raggr C
Id 120m 3. clity 3,
evenon 120mg [ VR TL ] 1.8g  3.08 18g vy o 308 1%
CoQro 200mg
VoitB. 3ooﬁgg C—450mg e
. Fi0H AN5 Bl EQ =
2 T Ll Tt BHER
BEHMYE e
5tz —
PAOXRHE @R 5B EE50 <o
-0 -XE/P ks
LA (mg/dt)
100
404
50 20.
0 0l
PCO: (mnHg)
807
60
40
20
—o— 1004(%) P s Vs —o0—0 O~ —0
FEV1o% o1 "~
%VC 6, S TT— x
40. x\x/)(~x/ \X
204
04
X2 MRER

®1 AALFHRERR

BRI nmol/min/mg protein EEHRE
R EMR
NADH cytochrome c reductase 4831 78.1~170.8
succinate cytochrome ¢ reductase 206.2 197.2~366.6
cytochrome ¢ oxidase 1487 144.7~355.8
NADH dehydrogenase 3641 82.8~1325
FZ I8 MHE SRR

PDHC total 1.09 1.04~510

active 00411 0.62~4.01

pyruvate carboxyrase 0.29 0.23~1.06

cytochrome c oxidase 474 356+9.3

NADH: nicotinamide adenine dinucleotide, PDHC: pyruvate dehydrogenase complex.

mg/dl, FLEE 246mg/dl, ¥ ¥ B 1.39mg/dl,
157y 15450V T XA —F —Fk (K1) il
hELER, ELVEVEE, L/PHOLAZED. W
WLy vy, LB, Lra—, MREERTE
IZIEFE#HBENTH - 72, I CT, Wik, H"ﬁrékﬂm%
PG, SEFREMN, REKFTRZEGEMHRE
TORFRIBOON Do 72, MEEFEEIZ 110
(WISCR) TH o7z, KBEIUEESFOA&RIZ LY,

ragged red fiber % 3~5% ¥ 7=,

DREZE I bary MY 7REGEEZHIL, 4
7N 7 120mg/day #EOHG 23 BIG S i,

TOHROFERA (K 2) © 14 RBEHOCSENES X
UBRESOBRIERB X OREET Y F— 3 X,
AR - ¥V VEBRIIESRAER ROME £ 3
W, BABL ol ABRBB L OBHEEMEO
BMREGEORRE (FD Iy BBIomb s v
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F VX IEHEEPMMWN), pyruvate dehydrogenase
complex (PDHC) OiEMEALEE B & OF complex
I DEEFEHE T 25580 b,
FITAFR) v % LERBZES L20R L
<, BRI, PRAEERIEIR L, OB
UBIERDEETH LI EDZERL, AT/ U
5 CoQu lZEE LKEFELZfTTY, 2B IV
B KEEEL MR 72, TOMBRBEHRERS X O
AR bHEL (F2,X3), REREKRLITHEE &
D, FkiEBRE R o7z, MW, ISR L,
FilG &1 60% L BEET L Cw7zas, Peo, (&
PREE - P b 40mmHg Bif & IEF#HPANTH o
72, FOHK 2 EMIIEoXRMTHEYL, AER
RFELTW 200, KHNTOME, BHIIZE

£2 URSOERETIN) ZIL(f 7
J % CoQu+VitBi+7 51 v FICER

)
CoQ1o
HEE AFNR) v +VitB1
+5Yy e
IR¥ (|7 5) #5120 # 80
L SII (+) SIm(-)
pH 7.328 7.402
Pcoz (mmHg) 272 429
BE (mmol/) -104 16
HCO3 (mmol/1) 140 264
7%  (mg/d) 969 32.2
YL VB (mg/d) 3.15 1.20
L/P 307 26.8
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HEBICEEL T,

16 &by, ERIKT, KRERD, IRV
B GEXSh%v, HEHE, B - RO %
FKr AL o, BEET 7F v O HTERT
TEREIEE L7205, BRBOFKRAFIEBIT
EREEA AMIE (8 3) 3R L Tz, KH
DOIRREEZ B, R 75 7508k 11T L7,
ZOHER, REMBoOBERNEOZEHLKT %
20 7> (desaturation © X 4). & OEEOIE /Y —
VPRI 0 D DD, 10~20 B O ERFRE IR
IZsigh ZIBLA287 — Y Tho e,

IR EE OB X0 5720, EEFXY b
# b, RSO 7D T I 74 v ORE
S RBTBENTH o7, F 2 TERARXATI
%22 (K E Emerson #tOF 2 A P LAY L —% —
33CRE) 'O ZB L. 77474 Y7 RH
RIS LIFRFOBAtH KT 2R3 2
LEELEEL, RESMIIHRRME 10 B/ 45,
SR 18, AE 10emH:0 & L7z, nonREM
MR A <1 B 5K o B B R AR 2 PFIE I AR
52 AT E, REM BICIZRBREIFRERIC 1 7
MIC 10 | O 5RHHR R AR S, Sa0; &
1% U TICTHAI L R HMEZBIES X )
2% o7z, MRS HIRIR A LR (R 3) 75 &,
FRRIER DI, HERERY A MIE, REEE MAE D
WE/AHRD SN, DIETE Rk, BEoRDI X 558
FATREE 20 18 MITE, BILEE - ¥ ¥ VRN

15w 15min
LB
(mg/dg)
Exercise {FNS Y ke
Lp 15w 15min
100+ () Bits, —e
I URE
./\./\ 80
60+
50 1
40+
20 4
0 T T y T T v T -
0 15 30 45 (min) 0 15 30 45 (min)
3 TRREASTE A B R ATAERD UG DAL
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FEZFRRE L, FASEN OREET S R T IXE2
DBHDDILRIHEE L, REZBRMBHTH 5.
‘ zZ =

I MY Y TREIEICA D IS IR E 2 B
T 5T Leigh BE 2 10%, FLSEHICETT
BRI NH, FEMPSBEAIHIITFTHOI b a
Y R T RIEIC B AIREE L R U2
v (EO7P. 2% FEMEIPRALI—
RRIZHEE LA TIRERZ L g o9 09c 3
5.

ARG & [FAR DR [ O IR BEE 2 B3 5 i
X, EH59L Manni SPOHEVH S, THLO
&, MEIEFSIEIZHE S 72 2 179 % & 5 BT HRTE
MERR-R Y 75 7 sk AT L7z L &5, 2BIHER
WDk 2 380, Wiktk, BEMLSK 261, BE

®3 AN TIPRIEH RO BE 0L

Al #
TR R
BEDNRW, BHE ERYE
B0 - BEHEDHE
Pcoz(mmHg) 645+69 58.7+7.0
BEARES D SaOz OFAEME  60% 84%
%VC 339 % 45.2%
FEV1.0% 100% 72.1%

HARAEAR

SaoZ

50 A+

. n

WA 1BITH o7z L | L7z, F 72 Manni 57
(&, B O AR IR B E R R R E 2 5D 22\ 8
1B OAENEKEERIMES L 5 R Y 2 MLkE
B Y )4 B RIS E % 300 72, 1 BlEAR
& [A#kIZ REM #11Z desaturation % 272D T,
BIFIC L B EHER LT b, flid v d BEIR
RN CTH - 72,

INHDBIIVTNR S HEERY R, MU
REMA X IEFE#PH N TH Y CO, inhalation test &
76, Caroll 52%° Barohn 5 & [F#, &REEH A
HIRE R B PR 35 I V26 3™ % IR R 0D &2 P DA
TOMFREEORELENLTHE, L1 L,
Levy 5%, Desnuclle 52 i 1 13 4 fig i o #% g8
FEENEDHN, TH 5% Cros HUHFEH L)
W23 b3y B 7 RRERE T e AR DA E RS i
RHRE LCOHIKT, HEHDZERTHLEHR
H5b.

ABITI%, BEES MRI, Bk, BEEENRSRG T
BHEPRDOONT, HOZFEHME L IR
BART, MR L% VC OEHLRIET %
AR, WRAMAREEDL R, RMBEZRI K&
EEZONT. LI L, BFNIBIF S desaturation
FITIZTREM BIICO AT A Z & » 5, REM
HIZBIT 2RO BRZHET S0P R EE
DEEBL RV, T I —%0 5 13 R 1213

100%
90 -
80 -
70 -
60 -

I T
0:00 1:00 2:00 300

| T
£00 500 6:00 700 am,

B4 MEIRBRE L BREQME (Sa0.) DR
A HEE, RREM#, ITIIIIV i34 4 OIEIRE RS,
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F4 FEPBEDI M2 N THREE L PRES

mEE WMEE K OHEHN mR bt 3
Caroll 52 1976 29 %  CPEO
21 & CPEO
13 5 CPEO
2% CPEO
Feit 53 1983 25 & MERRF MV —#4
Levy 5% 1983 11 % MV (F40) =7 (B & OB—KII) MV
Byrne 5% 1985 55 B MERRF MV (&) —#&HE MV
FEH 50 1987 42 B CPEO
51 5B CPEO
32 L CPEO
4 KD
46 B8 MERRF MV (&) —%EE MV, CoQio
Desnuelle 59 1988 46 Z CPEO MV — CoQu
Barohn 510 1990 31 =& MV —(-)
65 & MV (58)) =% - &M (B L U—KHID)
MV —fifi% - BLE T T
37 K MV (R80) ~FE % - R (R 12 B MV
12 % CPEO
Kim 51 1991 16 =& CPEO MV =& MV -
2 5B b A
Manni 512 1991 30 &  CPEO
41 B CPEO
62 L CPEO
51 & CPEO
42 B CPEO
5% 5B CPEO
55 %  CPEO
52 It CPEO
Cros 513 1992 56 5B MV =i ERFET
70 & MV — (=)
N 16 % CR

CPEO: chronic progressive external ophtalmoplegia 81k #47 PSR #5 R (Kearns-Sayre
FEER S 2 T), MERRF : myoclonic epilepsy with ragged red fibers ragged Z#£95 I 4 7
0—XATANA, MV: mechanical ventilation WA A T, CR: chest respirator

PN REEA LR, [ ZEWE.

FENLWEHEEI NN, \_O)Ji 9 72 nocturnal
desaturation VB RGBT AUX IR IE R B RE 12
ERERS5 257077,

—fRIZ, FEAREBIZRRD D AR
B AR EEL, BIRPOMPREE, Zhbi
WA A R REM o, SHFE DIELIZET
T5H, ML) FHTEEE shd (M5,
A stage 1 75 stage 2N EHEAR, 2 HITEAL
FTHIENELLN, TOFTFTIIAFARIIK
Brix-v2sih), ALHRHZOELH Y &H
BiL7z, $7-BE0QOL #EEL, ANz EA

730, KIRT ORI BT B RS K27
fEHIZ, 1981 MR S OIME VRN TH 1, 1986
FITITREEIN & 2o 72,

BITUH YA a7 4 —EREZ E
¥z, BERLMZS5h, QOL o L, EmIZHEH
ETBHLDLL0OE RBTHREIBH Y A
Fa 7 4 —EDOHEAREDONIRERIZCR 25
NIPPV (nasal intermittent positive pressure ven-
tilation) ~EZEb ) DD0DH B H, NRALEER
D—DDFFEE L THEI TV EEZLNTWS
CRAEABIZBWTH QOL D EIZBBWIZE

W E
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