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;Y : A7z 405 3200 gmo =z AQETHE
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AL A2 FahA WBC 1,500/mm’, Hb 7.8
g/dL, Hct 23%, Platelet 111,000/mm’c.8 ®H&77
&T &3¢ B3, 598 7l2gdAbdlA pH 7.360,
pCO: 326 mmHg, pO; 425 mmHg, HCO; 18.0
mmol/L, BE -6.3 mmol/L, SaQ: 77%, AW-&7)14+
HAAME WAZzdal 934 mmol/molCr(0-18), ¥=
o]23} Z+ 050 mmol/L, @%F ¥EYol 799 ug/dL

fols

o

Table 1. Laboratory Results at Admission

Details
BGA

Result

pH 7.360, pCO; 32.6 mmHg,
pO2 425 mmHg,

HCOs 18.0mmol/L

BE -6.3 mmol/L,

Sa0; 77%

Methylmalonic acid

934 mmol/molCr(0-18)

0.05 mmol/L

799 pg/dL

Urine organic acid

Serum ionized calcium
Serum ammonia
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WAgz=dNEZ, AZEdF, LERYLESF
ARG OB (Table 1), 9 FAZ 947 o
239 AAM FAE 2788F 44 5
%2 9 A1} : Sodium bicarbonate, calcium chlo-
ride, sodium benzoateZ Fojdted diAlAg AFF A
A4¥E, 1¢RYoldFE WA I(Table 1, 2), Al
28844 APz AYsty FAE 27 Y
X8 2 fronto-orbital remodeling A1t 2™, L-
carnitine™ Vit B12, 233 methionine¥} valine,
threonine®] EoIYA @& EFEF  Propimexst
valine® 8¢ $189 &Fo| Similac 42F22 A
234 F, 93 LAy g3 Fo] IHHAA &
of A&3 HF oln|x4tEAl A3} threonine™ iso-
leucine®] ZA AZHS olo] APo= Q¥ HRY
ol o] A37THY 7R 4AFH FFEE Similacs
A 38HAA 102F, Al 39FUYA 152Fo2 FIFE
ZF =4 3HF0] A 408 AA G AT 2ol Vit
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gHystgen, 4% 201497 EIoZHREH AA
B o]y Agsgn. AA FE oA AlY A
9] HAAMY &A% AST, ALT, coagulation profile
Solq AdAA Bgon, AR HE 7oy A 2
T A8k AAMFA AST/ALT 336/117 TU/L, PT/
aPTT 16.43%(46.3% control, 1.98 INR)/82.7%% 24,
EdE BAQle] ZAFRen, EFSH WA= T
9] AZL HolA AYTh AARE o] AP F
AR A FE& T 4Y, 109A 2HdA HA
WAL2 YL 7rola AF AHe| HAIG AW
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Table 2. Treatment at Diagnosis of Methylmalonic
acidemia

Sodium bicarbonate, Calcium chloride, Sodium benzo-
ate

L-carnitine 0.13 g/kg
Vit. B12 2 mg/kg
Propimex(methionine, 600 cc(75 g)/day

valine, threonine free)
Similac(valine supplement) 300 cc(37.5 g)/day

Qen, 2% 2/duit FHBAT LW WILE=
A AT £4 T 29/Y7A AES HolA 41
cHFig. 1).

ol AA A8 & tacrolimus(3.5
mg), deflazacort(6 mg),mycophenolate(500 mg),
ganciclovir(500 mg), nystatin(60%HU), bactrim(192
mg), lamivudine(50 mg), dipyridamole(37.5 mg),

L-carnitine(90 mg) 5 Fd3d 29, ©|F tacroli-

30 (L

=M=

BE Ztely

25000 "'
20000 -
& 15000 +
2
g 1000 +
5000 -1
‘s EExSEEELES S
=
POD
Urine MMA Urine MMA
POD (mmol/molCr) POD (mmol/molCr)
At LRLT 24515 6 month 1282
4day 3255 8 month 2985
10day 3224 10 month 3171
16day 19607 21 month 2158
19day 11401 25 month 3200
22day 3690 27 month 3855
4 month 941 29 month 2985

Fig. 1. Change of methylmalonic acid(MMA) in

urine after liver transplantation
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Fig. 2. Medical treatment after liver transplantation.
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AGEE Bold] Yt BIE ot 7k A SAjo]A
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PR A WA 1346 3, A FAolAe #F
F 10¢A HYsto 128 ARErEo] ey 3
15]o] 1 mg/kg/daye] @9 AFHsi AEs= 4
ol digk Bael AF 65 Ao 1849 71 A
Z BN X, F& FoE tnz A Y59 A
Hukg AR, H&Pe) FEE Bo 71 A FAo
A& oAl AldEt) A3 EEE L Hole
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A 9% ol4e & Buk glEd, 3MLA
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= Abstract =

1 Case of Liver Transplantation in Methylmalonic Acidemia
Pil Keun Jeon, M.D. and Dong Hwan Lee, M.D.

Department of Pediatrics, College of Medicine, Soonchunhyang University, Seoul, Korea

Methylmalonic acidemia is an inborn error of branched chain amino acid metabolism,
clinically characterized by lethargy, vomiting, and hypertonia with abnormal movements,
and biochemically characterized by ketoacidosis, hyperammonemia, and sometimes hy-
perglycinemia. Conventional treatment of methylmalonic acidemia incluides dietary pro-
tein restriction, bicarbonate, carnitine, and metronidazole. However, most patient have re-
current episodes of acidosis, and a significant number have neurologic deficits and renal
impairment. We report the successful treatment of a patient with methylmalonic acide-
mia by liver transplantation.

Key Words : Methylmalonic acidemia, Liver transplantation



