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Abstract; [Objective] To investigate the clinical significance of the neuron specific enolase (NSE) in cerebrospinal fluid
(CSF) and serum of Wilson disease (WD). [Methods] Forty primary WD patients and 20 healthy volunteers were enrolled to this
study. The neural symptom scores were determined. NSE in CSF and serum, CSF and serum copper, and the albumin CSF/serum
ratios (AR) were also evaluated. The neural symptom scores and these evaluations were conducted in the WD patients 3 months
after penicillamine treatment. [Results] NSE concentration in the CSF of WD patients was lower than that of control and was lower
than that in serum from WD patients. There was no significant difference of the NSE in CSF and serum between hepatic and
encephalic type WD patients. There was no correlation between NSE concentration in CSF and the neural symptom scores.
Significant negative correlation was found between NSE concentration in CSF and AR ratio. The NSE concentration of CSF
increased in the patients who were developed secondary deterioration in neurological symptoms after penicillamine treatment. The
NSE concentration in CSF was related with whether the disease was deteriorated or not after penicillamine treatment. [Conclusions ]
NSE concentration level in CSF of WD can reflect the defect of neural system, and can be used as an indicator to forecast whether
the neurological symptoms aggravate or not after penicillamine treatment, but not as an index of neurological evaluation of the
severity. The deteriorated nervous system damage may be one of the mechanisms that neurological symptoms aggravate in WD
patients after penicillamine treatment.
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Table 1 Detection results of copper, NSE in serum, urine and CSF in the three different groups

Group . CSF copper Serum copper CSF NSE Serum NSE AR value 24h urine copper
(mg/L)  (mg/L) (bg/L) (bg/L) (x10%) (1ng/24h)
Hepatic type 8 0.061 + 0.026”  0.36 £ 0.12Y  1.82 + 0920 4.1 +2.1" 8.3 + 1.4 605 + 2139
Encephalic type 32 0.072 £ 0.036"» 0.35 £ 0.13Y  1.77 £ 0.93Y 4.0 =249  10.1 £ 2,992 435 + 5102
Conitrol 20 0.016 = 0.009 0.91 = 0.10 522 + 1.41 37+1.0 6.1 =03 60 + 32

NSE:neuron specific enolase; CSF:cerebrospinal fluid; AR:albumin CSF/serum ratio; 1) compared with control, P < 0.05; 2) compared

with hepatic WD, P<0.05
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" Table 2 Results of logistic regression analysis of the deterioration of nervous symptom after pemicillamine treatment

Item OR P Item OR p
Neural symptom score 0.890 0.045Y Time 0.958 0.54
CSF NSE 2.910 0.039" Age 0.578 0.59
AR value 1.465 0.26 Dysphagia 2.011 0.25
Serum copper 0.349 0.83 Dribbling 0.846 0.75
Urine copper 0.451 0.25 Trembling 1.184 0.56
CSF copper 1.359 0.16 Gait irregularity 1.114 0.77
CSF NSE 2.91 0.15 Language 0.648 0.046"
Serum NSE 1.528 0.25 Muscular tension 0.441 0.038"
1) P<0.05
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