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20 BARICREIB R RICED L ENDN., FLFE o RENRZ L, Yo MA4
BIOBEPHEICOWTHE L E Z A, BEZIFBEE LETTHEINHI L
Tro LU, AWEHIRSOAKITSHIISHREREEOEITEZ B O AW HRER D
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SR 23 AREE - MMA ~ DB REELRT OTRTALE & L C o MmEsEiT O MBI G 2
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REREIE. AFL~no U EBRILE) 0BT 5.
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B2E179,
B. WFhiks
W CRESR L EMMADIEFNZ DWW CEEFR SR, B
AROFRER. O BEERTOWRIENT 2 Ll
\T{&ﬁﬁéﬁuﬁﬁ L7, SHICREYA 70
e, EEBABREEIC OV T, S
ﬁ%@é?®&mﬁﬂ%%kkﬁm wEoR
PEFREAERF O IS LB RIS ST (CHD)
DI FEELZBLE LT,

C. DR
1. AFNA~vur@giiE ) BT 3BEED
et

1) AF<n oEBiniE MA) OBIR 4 4 (M3, FL,
BIAE S 4YOM~10Y) OB RE & WEES OFm & 1T
o7, 3VIBBHEE. | BlTBERICho7, T
HY ., A8, 53, SIMBERCER L, B
FELICIIBHERR DHEE GFR 1 CKD (Chronic Kidney
Disease) stage2 CYHI80ml/min/1. 73w® TH o7,
53, 57M TEM L7 2 fliX. BEEZLHEE GFRR &
HBITARXYV 7 V75 AOKRTHAEFT L CKD
stage3 BT LEROBARE~OBITHAE I
b, —J7. Atk M COBBEHIIBMESE 4 58T
5 BHEFE GFR OIK TR CTH D, KBHEO—HF]

VIR Cr2. 13mg/dl TH Y CKD stageb TH M
BAEeTEBHEEBE LTS,

2) BREAEESUUEAEREOFEHIZOWNT
BRI e (PR 19, 30,
49miC Ehm) 233 Fl, REEA 1 H 22 1CFEE
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AN 1T B RERIEDZNIR L ILHIFH DR E A~ O M
iR & BRHE(L

3) BEEDRMRFRAEZRICHONT
RMEEEDREIIRT B, 7707 Y (B
MG) BB b BB TH HH. WAV TITBRIER %
2452 L BEV, BRER (PHE. 5EAT) TILRF
BMGRFRSNTLEN, RMEEEOHEEL L
THEATERNI ENEL AN, WMADEEED
BB BEEE L UTIERA LIS WZ EBHAL
fro FOTEHEBRITa, I 70T Y S EDORHO
FaiE % B RS B E 0 B RS RTREDMRET
HLENDHDHEEZ LN,

4) &R
AREDOBESHHEIC OV T, BEMICILENT - BiE
BEEVELTHENEL, TRRARTHDH LD
AR, gL ERE L TCHOEEENETTD
e h %<, HBEEOBAHEDEERN R
IIREARMEE 2D, AEOBEEEORHREALL,
KSR OERPBO CTEETHD

3. MMA~ D PR EL T O RTALE & L C OMBEET
DVEPEDRES

1) BEER

AF <o CRRIIE (MA) BRI 10 5] (M6, F4)
<. BHEERIIBEES TM~8YoM, BIFEEAEIL
8. 4kg~24.6kg Tdh o7, £l methylmalonyl CoA
mutase D5ELKEH (mut 0) TH Y. metabolic
stroke IZ X VERELL EORBMRBEEFLZZL TV
o Ein. BHF 2 —TREEHE ThoT, ER

BT k MIEEIE A 9 Bl 1 B (ERI 6) TEREDK
TRz, (F1)

#®1. FEFOFHORE

Patlemt  Age Age sex Welght History of 24k Cer Serum  Donor  Preoperative

number  at at (mifmin/  cystatin € hemadialysis
onset o a purificatio 173 m%) {mg/l)
{mo) \T{kg)  ntherspy
1 iday S8 M 150 none 1362 notdone  gather Yes
2 3days S0 F 248 PD 158.9 094 Father Yes
3 O0dy 63 M 152 PE 136.2 078  Father Yes
4 9day 7 F 84 none 4.0 0.88  rather Yes
5 45days 31 Mo 118 PD 1381 086  rather Yes
6 7months 52 F o200 BE-PD 65.9 160 rather Yes
7 3days 12 F 89 BE 159.9 082 father Yes
8 14days 18 M 115 cHD 1159 101 fmper No
9 2months 65 M 177 none 96.5 128 Mother No
10 3days 9 M 9.3 HD 124.7 101 Father No
T, liver CHD, D, dialysis;

PE, plasma exchangs; BE, blood exchange; 24 h Cer, 24-hour creatinine clearance.

2) HRHENT ONE

7 Bl E AT B #EST (CHD) (n=3) b
U < ik @@ (CHDF) (n=4) & Efii S
TV, EREEERIE 7 B2 D 40 R T, J8E T
FEEEIIA AT 77 EAX v N Tholz,

(3 2), BIHTIHBROATF L~ U BOHBEZR 11
w1,

2 M ST RIEF OEFR &

Patient Modeof Durationof Areaof hemofilter QB/ap/as

number dislysls  dialysis() membrane(m?) (mi/min)/(mi/n)/(mi/h) ~"Ueossulant
1 CHD 10 0.6 50/800/0 Heparin
2 ab a0 10 100/2000/0 NV
3 CHDF 17 0.6 50/1000/1000 NM
PR 19 03 30/1000/500 NV
5 cHDF 18 06 30/1000/300 M
6 oiDF 18 06 50/1000/600 N
7 CHDF 7 0.3 40/1000/600 N

i h QB, blood flow rate;
flow rate; NM, nafamostat mesilate.

ap, flow rate; QS,

B . BITRTROMMADZE L
p =002
S D
§ ————
E Case EHTHE BWiTek
i 300 1 922 585
W 2 4w 36
& 3 317 329
s 20 \ 4 144 134
R 5 373 811
= 100 \\ 6 357 1405
: - 7 1073 387
: il knmol/ml
0
ZTHr b777 4

3) ETEAO fLE MiA DZAL
BEVTRTIC MMA A% 90nmol/ml LA EDAERITIL MMA 23
ETERDEN, TRATOFITIE WA IXFEHTET
BTRAORZ LW, b L IEBREOHENZR DT,
IEFFHITH. BRI, 26 WA DFERR
ETA23ROTEY, MERETOFHAEIHAGAT
X720 o T, EBENEL. IEFEHTH & BITHERD
FETH WMA DEIER BT REE LTV, iR 8
RTET 2 ER L TWARWED, WA T EE
(200ng/ml BLE) TEg L7723, BEfi#izEL T
it metabolic decompensation R FLERIMIE X
RhoTn,

4) AR MFELBEDOEL

BAE. JEBTE & b ICARE o MEILBRMEILR
BiehaZE LTV =, metabolic decompensation
P& LTeflidiamnoTle



F4. BHPBOIEBOIEL(mmol/)

Patient Just before Just after Just before Anhepatic After Just after

number  dialysis  dialysis  surgery  time ""““""“" operation

31 2.9 3.6 55 4.2 35
3.9 3.6 4.1 4.1 3.3 4

26 2.5 3.2 2.7 2.7 33

13 11 18 2.6 2.5 1.8

1.4 2.4 22 21 15 1.8

3.6 5.5 9.7 11.8 10.9 6.6

1.1 2.1 3.6 6.2 7.9 7.9

3.6 4.7 2 1.4

5 4.2 2.7 19

21 22 15 15

I R A

=
o

5)  EWH o msEE Ol

BHTE. FEBATE & b 12 BT o M EIZ B BT
NEELTEY, KL & 72 LcflidernoTz,
TeLA, FEF 7 TrIEBERERRIC X S EMLEE
EHPFL T,

%5 R 10 0> M AE{E 00 ZE {b(mg/dl)

patient "' justafer Justbefore Anhepatic ";:: o Justafter
number dialysis dialysls  surgery tme N operation

1 115 119 54 156 136 148

2 89 136 140 159 144 126

3 126 127 151 83 153 130

a 159 116 74 115 142 224

s 104 153 144 94 95 120

6 82 138 o3 139 168 169

7 161 317 275 289 279 186

8 175 117 170 140

9 113 96 112 148

10 123 231 154 218

6) fEam
MMA (233 1) 2 P HEE AT O ATLE & LT O MK
FTOLEESWTIRIERLH D, LrL, Zh
E T ORFEHER] & HRTZEHT O FEREIZ DV T ICHREY
WRRE L& 2 A, PO BE CIXRATET 31T
b CWiehoT-, 7725, metabolic
decompensatio D& H LIS Tl MTRIFENTIZH « D
FEBI 8-10 D X 5 (LB IRV FTREMED BV,

MMA D BRI FRBAERN BT 2 61T 5 LT
MIERE LTI, UTObLORET NS,
. BR~OHEHEHEHE (RAXa2F7—T 7 ERAD
FEROMLEN, PRI O RBEHET T
DFEHT D FEifi)
2. B PHEDfERR

(NLIESo T 7 —F AR 5 R - {KifLE

g, (KEBLE) RENTHD, SHICHE
BN 10kg LLFOEE, #FEIEOT T4 I 71
AN & e B,

L7ed- T, BIEREREK L REEES AW
Thhud, INENENTIZAE TH D EetEREm,
—J . [ AF < v ifmiE D metabolic

decompensation 1. #£{k (catabolism) DTLHEMN
KHEVWOT, +okEba ) —@miRALETH
D] LEPRTWS, b 5AA, BILTFHOED
DHHEREOHEREGRIIVNETHD, SbIT,
W T 72 = FE IR EE TR X o B > © B LR I O % 4R
KRN HLHZLEHETRETH D, BHERTO
BT MA 2 22 & k0 b, EElaEiRE R
EEF=H Y T EITHZ L DI metabolic
decompensation MFBHE L TCKEMNDOEETH D
AIEEMEREWEE X BT,
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