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Algorithm for assessment of suspected Wilson disease

Unexplained liver
disease (elevated AST,
ALT: hepatomegaly)

Evaluati

Wilson's Disease

on for Head MR Neurological or
' psychiatric symptoms
% liver disease

Decreased serum
ceruloplasmin
KF rings present

i

- AST, ALT, ALP, total and conjugated
bilirubin, albumin, INR, CBC
- Serum ceruloplasmin

Normal ceruloplasmin

kF rings absent

NI 24 hour basal urine Cu
NI LFTs

- 24-ht basal urinary Cu
- Slit lamp exam for K-F rings
+ + | + +
Normal serum | |Decreased ceruloplasmin|| Decreased ceruloplasmin || Decreased ceruloplasmin
ceruloplasmin | |KF rings absent KF tings absent KF rings absent
KF rings present | NI LFTs Abnormal LFT's or 24 hr || NI 24 hr urine Cu
LFTs abnormal | |Persisting significant urine Cu =40 pg/d or excretion
Symptomss >600 nmoles/d NI LFT's
Absent neurg/psych
* symptoms
Liver biopsy with histology,
—= | istochemistry and e
Cu quantification
J i N '
Diagnosis established: | | Elevated Cu »250 pa/g || Cu <250 pg/g dry wt or Continue evauation
initiate treatment; | ™ dry wtand consistent || histology typlcal of  {=| for alternative
family screening histology another hepatic disease diagnosis

i

- Medical history
- Physical examination

- Slit lamp exam for K-F
- 24-hr basal urinary Cu

rings

- Genotyping/haplotype studies based on proband

- AST, ALT, ALP, total and conjugated billrubin, albumin, INR, CBC, ceruloplasmin
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