
We have developed an algorithm for patients commencing
MTX and receiving this drug long-term, which we hope will
provide some consistency.
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Introduction The true prevalence of Wilson’s disease (WD),
remains unknown. The estimated genetic prevalence in the UK
(142/million) is higher than the clinical prevalence (15/million)
reported in other European studies. We aimed to (1) estimate
the prevalence of WD in Nottingham, (2) assess the utility of
readily available laboratory and clinical data to identify
patients with WD, and (3) propose a system to identify
patients with WD nationally.
Methods Patients with WD attending Nottingham University
Hospital (NUH) 2011–2018 were identified using multiple
sources of case ascertainment: (1) serum ceruloplasmin level
<0.2 g/l (2) 24-hour urinary copper measurement (3) ‘Wilson’
in a liver biopsy report (4) hospital prescription for Penicill-
amine, Trientine or Zinc and (5) admission to NUH coded
with ICD-10 Code E83.0 ‘Disorder of copper metabolism’.
We identified potential cases of WD using the Leipzig score,
confirmed the diagnosis in hospital records and calculated the
point prevalence with Poisson confidence intervals using the
Office for National Statistics mid-2017 population estimates
for the denominator population.
Results We identified 1,794 patients from �1 source, and 13
patients had WD. The overall prevalence of WD was 12.6/
million (95%CI 6.7–21.6); males 15.6/million (95%CI 6.7–
30.8) and females 9.6/million (95%CI 3.1–22.5). Patients with
confirmed WD were followed up by: Hepatology 12 (92.3%),
Neurology 6 (46.2%), Psychiatry 4 (30.8%), and Renal 1
(7.7%). 5 (38.5%) were being managed for cirrhosis secondary
to WD. 1 (7.7%) had received a liver transplant.

Additionally, 23 (1.3%; males n=19) patients had a low
(<0.2 g/l) serum ceruloplasmin level and an elevated 24
hour urinary copper, but had not been investigated further
for WD. These patients, if confirmed to have WD, would
increase the prevalence of WD to 34.9/million (95%CI
24.5–48.4).
Discussion This is the first UK population-based study of WD
prevalence. The prevalence found in this study is lower than
the previous UK population-based genetic study, but compara-
ble to European population-based clinical studies. The signifi-
cant difference in prevalence between genetic and clinical
studies may be due to under-diagnosis of WD or variable
genetic penetrance. The lower prevalence of WD among
females indicates that more cases of WD are ‘missed’ in
females than males. The method of case ascertainment used in
this study may be a cost-effective method of identifying
patients with WD, and similar practises could be adopted
nationally.
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Baseline
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Height and weight

Blood pressure

FBC

GFR

ALT and/or AST and

albumin

Comorbidity

assessment

FBC

U&Es

LFTs

PIIINP (psoriasis only)

Hepatitis B and C and
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Varicella zoster status

+/- CXR & exam

+/- TB

History
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Daily alcohol intake

Hepatitis B and C

FBC
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“Non-invasive

evaluation of liver

fibrosis may be useful”

Immediate

monitoring

Every 2 weeks

until stable for 6

weeks

FBC

ALT and/or AST and

albumin

Creatinine/GFR

Every 1-2 weeks

until stable dose

FBC

LFTs

U&Es

At 4 weeks:

FBC

LFTs

U&Es

3/12 after dose

stabilised

Every 3 months:

FBC

ALT/AST

Creatinine/GFR

Every 2-3 months:

FBC
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PIIINP (psoriasis only)
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Action if

abnormal LFTs
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100 U/I

Unexplained

albumin < 30g/L
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109/L
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dose of MTX and
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if…

ALT/AST > 2 times the

normal NB ALT/AST <

2 fold rise – repeat
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Discontinue

treatment if…

ALT/AST > 2 fold

increase for 4 weeks

should warrant

discontinuation of MTX

NB ALT/AST < 2 fold

increase is normal, no

action is required.
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