Liver Transplant For Management Of Neurological Wilson Disease In a Patient With Preserved Liver Function
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dysphagia, dysarthria and rigidity, eventually becoming bedridden with inability to talk and eat requiring gastric tube
placement.

Liver biopsy showed cirrhosis with little inflammatory activity and abundant copper on Rhodanine stain ( >600 mcg/qg).
The patient underwent OLT after being granted a Metabolic MELD exception of 40 due to medically unresponsive
neurological impairment, with preserved liver function (calculated MELD 8).

Post-OLT, he had gradual neurological improvement, except for persistent dystonia and spasticity.

Serum ceruloplasmin levels normalized but repeat MRI showed persistent signal alterations at the basal ganglia and
brainstem.

At 16 month follow-up, his neurological recovery remained largely stagnant with minimal improvement in extrapyramidal

symptoms.

Discussion

OLT for management of neurological WD remains highly debatable.

Most data on neurological recovery after LT are based on patients with mixed liver and neurological involvement

with success rate of 62% in literature.

In our patient, he failed to display complete neurological recovery 1.5 years after OLT despite initial improvement.

The rapid neurologic deterioration that led to OLT occurred after initiation of chelation therapy which may indicate

paradoxical worsening.

Additional research is needed to determine the timing of OLT and role of medical optimization prior to OLT in

patients with neurological WD.




