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[ Abstract] Objective To analyze the clinical outcomes of living donor liver transplantation in the treat-
ment of pediatric inborn errors of metabolism (IEM). Methods A retrospective analysis was conducted on the
clinical data of 18 pediatric patients with IEM who underwent living donor liver transplantation at the First Affil-
iated Hospital of Xinjiang Medical University from January 2021 to July 2024 (IEM group). The treatment out-

comes and postoperative complications were analyzed and compared with 21 pediatric patients without IEM who
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underwent living donor liver transplantation at the same period (non-IEM group) . Preoperative clinical data and
cumulative survival rates were compared between the two groups, as well as changes in weight Z-scores and
height Z-scores in the IEM group before surgery and at six months postoperatively. Results Among the 18 pe-
diatric patients with TEM , the primary diseases included Wilson’s disease (n =8) ,tyrosinemia (n =2) ,congen-
ital hepatic fibrosis (n =4) ,maple syrup urine disease (n =1),Caroli disease (n =1),glycogen storage dis-
ease type | (n=1),and Alagille syndrome (n =1). The median age at transplantation in the TEM and non-
IEM groups was 114. 00 (96.00,132.00) months and 6. 57 (5.68,77.00) months, respectively, and the
height Z-scores were ( =0.77 £1.62) and ( —1.91 £2.30) ,respectively. These differences were statistically
significant (P <0.05). Postoperatively, seven patients in the IEM group experienced varying degrees of compli-
cations, all of whom recovered after symptomatic treatment. One patient died in the perioperative period due to
disseminated intravascular coagulation. The median follow-up period was 19.75 months. The cumulative postop-
erative survival rates in the IEM and non-IEM groups were 87.5% and 84.6% ,respectively,with no statistical-
ly significant difference (P >0.05).In the IEM group, the height and weight Z-scores before surgery and six
months postoperatively were ( =0.77 £1.62) vs. ( =1.22+2.26) and ( =0.27 £1.29) vs. (0.03 £0.92),
respectively, with statistically significant differences (P <0.05). Conclusions Living donor liver transplanta-
tion is an effective treatment for certain inborn errors of metabolism, significantly improving growth and develop-
ment in affected children while enhancing survival rates and quality of life.

[ Key words] Living Donor Liver Transplantation; Inborn Errors of Metabolism; Surgical Procedures,
Operative; Child
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Table 1 Clinical data of 18 pediatric patients with inborn errors of metabolism
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Table 2 Preoperative clinical data of patients in inborn errors of metabolism group and non-inborn errors
of metabolism group
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Fig. 1 Preoperative CT angiography (CTA) of six patients with inborn errors of metabolism
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