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Clinical features before LDLT

1 |3 Od 1yBm  13yilm  Metabolic acidosis

2 F 1d Im 8y8my

Immuno-
compromised

3 F Oyim 4m Tyém

Hypoglycemia
Liver dysfunction

Hypoglycemia,
Frequent infection,

Hypoglycemia Growth failure,
4 M 1d 6m WIM  setabolic acidosis  Hepatomegaly,
5 £ 2d 3m 2y10m  Hypoglycemia Mental retardation and
Hypoglycemia Epilepsy in Case 1,
6 M iy2m  Iy2m  12y89m Hepatomegaly Autism in Case &
7 M Oydm dm 2ylim  Poor weight gain
Hypoglycemia
8 F 2d 1yom Lyém Metabolic acidosis
i
MNCLHD
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Improvement of glycemic control and QOL

1 + — + — Reduced Improved
2 + - + — Reduced improved
3 + — + - Reduced Improved
4 + — + - Reduced improved
5 -+ - + - Reduced Improved
6 + — + — Reduced Improved
7 + — + — Reduced improved
8 + - + — Reduced Improved
{id
MOCHD

Genetic analysis, age at and
compoications related to LDLT

Biliary stricture,

WI118R/W118R 8y 5m shunt formation {elevated NH3)
2 W118R/W118R 3y 6m p None
3 W118R/IVS1+1G>A  3yllm P Tacralimus encephalopathy
GVHD
4 G339D / IVS1+1G>A iyilm® M None
5 WIL18R / WST+1G>T 1y 3m P Mone
& WI118R / R41SK 11y Sm # Hone
7 WS1+1G>A / WS1+1G>A 2y Tm P None
8 c148+1G>A IWS1+1G>A
fcll08G>T,pG370  WIm M fone
f+
NCLHTY
Changes of height and weight SDS .
g g g Changes in IGF-I levels before and after LDLT
before and after LDLT
1GF-1 {ng/ml)
Height SDS Weight SDS 500
0 25 450 ~case L
I 2 ramn ;(5)2 “case 2
03 15 B case 2 300 - case 3
2 case 3 %50 ~case 4
-1 i
~==case 4 case 5
&_,Z/ ey 0.5 coase 5 200 “®-case 6
L5 / 0 ~case b 10 PR case 7
. 05 e cusn ¥ 100 case §
-2 ‘\N”‘"w ’ - case 8 50 ¢
B B 0
25 15 ) before LDLT after LDLT
Before After Before After M Case L &6: entering puberty
Most of cases : Lyear sfter LDLT case 788 3 months sfter LPLT . Wost of te cases 1 year after IDLT case 7 &8 : 3 months after LOLT
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number  at at blood (mifmin/  cystatin € Ivesmodiabysiz
omset  IF # puictio LT3 o) (5]
{mo) (g ntheropy
1 idey 58 M 150 wone 1362 notdone  puer Yes
2 3dos 90 F 296 FD 1589 089 Father Yes
32 ody 6 M 252 PE 2362 O pater Yes
§  9dwy 7 £ an o 9400 OB Faer Yes
s &Sdws 31 [ <] D =X 85 fFather Yes
6 Tmonths SZ F 200 BE-PD 5.9 L6 pother Yes
7 3deys 12 € 838 BE 1599 082 paper Yes
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9 Zmosths 65 M 177 none 865 1B paoter o
18 3doys £ W 83 (] 1247 6L Fouher [
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Patient Modeeof Durationof Areaofhemofiiter aBfapfas

number dialysis  dialysis (h) ) {mi/ (mlfh}/{mifi) ¢
1 i ¢ 6 50/800/0 Hapazin
2 am a0 10 100/2000/0 wat
3 awF 17 0.6 50/1000/1000 wan
4 CHDF 19 03 30/1000/500 [
s CHDF 18 06 30/1000/300 [
6 CHDF 18 06 50/1000/600 [
7 cHDF 7 03 40/1050/600 e
cHD, dEslysis; GIDE, b blond flow rabs;
ap, flow rats; G5, ion flow rate; W0,
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£
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B 3 317 229
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BTEAOBZ LD, b L ITREDHEMEZFRO,
FEENTHICHL, BHERIZIE. 26 WA OFEFZ
ET23BDTRY., RNETOA R LT
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& 36 a7 2 1a
9 5 a2 27 19

e 23 22 is i5

5. Ao EEOEl

AT, FEEATE & bICAR o mFEEIRB BT
REELTCRY, KiEL X7 Loz,
Te LA, EH 7 CiIREERERKICL SR LEEY
EPFL 0,

5 BEHOBBEOEK(mg/d)
rumbes dialysis dislysis  swgery  tme o apeyation
1 115 119 94 156 136 148
2 @ 136 140 159 144 126
3 126 127 is1 a3 B3 130
4 159 116 74 1% 142 224
5 048 153 1448 24 5 20
& &2 138 93 133 168 169
7 161 317 75 29 279 188
b3 e 117 170 140
9 113 98 i1z 343
i 3 231 154 3
D. B&

MMA I BT I EEGTOFITME L L Com
BB OMBEMEC DWW TIHUTOL S RERRD
5, Nagarajan S 53 B FRIREEOERNIZ. MMA
OMFREZ T30 BREROBET 21T 0
BEE LY, FRICBETIBE~OEELED
TZENRTESD, ] & LTS (J Inherit Metab Dis
2005), 7z, Hsui J-Y b b [HBHEITBEEICER
ICRERA P UVARENT D20, FIRER OB
EFRORIOTEDIIERICEETH S, | Lk~
T¥ 3% (Acta Paediatr Tw 2003), La>L. i
F COBHEE & RTEET O IO\ TSIk
BB LEE 25, O BE CIINanET 81T
bhv Wiz (386), 75, metabolic
decompensatio ME LIS Cld, WBISENTIIE 2~ D
JEH] 8-10 D L 9 I HLER W ATEEHED &V,

MMA @ BIRICIFBERNCENT 2 T4 5 LT/
BELLTUX, UTOLORETLNS,
1. BR~OHEHEHE (RXAXa2 7T 7 EAD



