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Clinical and ParaClinical
Manifestations of 84 Cases of Wilson’s
Disease

AU: Reza Ansari, Mohamad Javad Mirdamadi, Naser
[Ebrahim Daryani, Reza Malekzadeh,
Abdolreza Mortazavi Tabatabaei

Introduction : Wilson’s disease is an autosomal
recessive disease leading to accumulation of
excessive copper in body.

Methods : Over 10 years period (1989-1999), 84
patients with Wilson’s disease were studied in5
university referral in Shiraz and Tehran
gasterointestinal ~ departemants.The diagnosis was
based on the clinical manifestations, positive history
of the disease in first degree relatives, ruling out of
other  causes, and positive para-clinical
investigations. '

Results : The female to male ratio was 1/1.5, and the
lowest and highest age of appearance of
manifestations were 5 and 44 years respectively.
The most common sign was the Kayser — Fleischer
ring, (which was seen in 58 patients. Positive family
history in first degree relatives was seen in 60% of
cases. In the majority of cases the disease manifests
with abdominal symptoms, 37 cases were diagnosed
with chronic liver disease and 9 with acute hepatitis.
Neurologic involvement was the only presentation
of disease in 11 patients. 10 cases had both hepatic
and neurologic involvement and 17 others were
diagnosed with screening tests. In our study normal
blood ceruloplasmin levels were seen in 8.3% of
cases in 68 % of patients 24 hours urinary copper
were more than 100 p g The patients were treated
by a daily dose of 1-2 grof D-penicillamine until
the disease was under control. The mortality rate
received up to 10 percent , due to diagnosis at late
state .

Conclusion : Wilson’s disease is a common metabolic
disorder in Iran, and all patients in childhood to
middle age years with liver disorders and negative
viral markers, must be investigated for this disease.
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Table 1

Frequency of Hematologic , Transaminase and PT abnormality and sex Ratio
in clinical characteristics of WD in 84 patients’ of
central Iranian Hospitals (1368 —1378)

Neurological | Chronic Liver Acute Hepato- Sibling Total
Symptoms disease Hepatitis cerebral (n=17) (n=84)
(n=11) (n=37) (n=9) (n=10)
Rang of age (yrs) (5-27) (4-50) (12-35) (15-50) (15-42)

Ratio M/F (%) % (2-1)
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Table 3
Frequency of copper Metabolism parameter, KF and Family History at Diagnostic
time of WD in 84 patients’ of 5 central Iranian Hospitals (1368 — 1378)
________________________________ Disease presentation
Neurological ~ Chronic Liver Acute
Diagnostic test Symptoms disease Hepatitis ~ Hepatocerebral Sibling
RO, AN (n=11) (n=37) (n=9) (n=10) (n=17) Total ( n=84)
Detectable kayser 10 25 5 9 9 58
Fleischer ring( % ) (91) (67.5) (55.6) (90) (52.9) (69)
Cerulo plasmin(mg /dL) 10 36 6 10 15 77
(20mg/dL) (%) (91) (92.3) (66.7) (100) (88.2) (91.7)
Urinary copper (ug /day) 10 21 8 6 12 57
>100 ng/ day (%) (91) (56.8) (88.9) (60) (70.6) (68)
' Serum copper (ug /gl) 8 21 6 4 4 13
<60 pg.l (%) (72.7) (56.8) (66.7) (40) (23.5) (51.2)
" Family History 6 21 9 7 17 60
Positivity (54.5) (56.8) (100 ) (70) (100) (71.4)
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