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ENZYMES 2011 PROFICIENCY TESTING
EBV CELL LINES

� Hurler/Scheie (MPS I) α-L-iduronidase

� Krabbe Galactocerebrosidase EBV 6

� Niemann Pick A/B Sphingomyelinase EBV 4+5+8

� Sanfilippo B (MPS IIIB) α-N-acetylglucosaminidase

� Sly (MPS VII) β-Glucuronidase

� Hunter iduronate sulphatase

� MPS VI, Arylsulphatase B 

� GM1 (Morquio B) β-Galactosidase

� Mannosidosis β-mannosidase EBV 2

� Mannosidosis α-mannosidase EBV 3

� EBV nr 1 + 7 control EBV used for determination CV 
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RESULTS 2011
NUMBER OF ENZYMES MEASURED
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Reproducibility of protein/vial 2011
duplicate samples EBV
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Reproducibility of Arylsulfatase B 2011
duplicate samples EBV
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Reproducibility of α-Hexosaminidase 2011
duplicate samples EBV
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Reproducibility of β-Galactosidase 2011
duplicate samples EBV
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Reproducibility of β-Mannosidase 2011
duplicate samples EBV

43%CV>25

40%CV<25

17%No data

2011N=47

?

?

0

48

?

18

?

15

?

50

34

28

11

16

33

CV

20

19

18

17

16

15

14

13

12

11

10

9

8

7

6

5

4

3

2

Particip.nr
1

341

340

5639

2638

36

35

34

33

1132

331

5930

19929

1128

1127

26

5525

3024

223

?22

521

?62

7061

8560

59

6158

57

2156

2855

?54

653

?52

1351

9650

2849

2147

3246

545

8144

1743

3742

D- enzyme activity 
patient sample > 30% 
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Reproducibility of α-Mannosidase 2011
duplicate samples EBV
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Reproducibility of α-Iduronidase 2011
duplicate samples EBV
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D- enzyme activity 
patient sample > 30% 
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Reproducibility of β-Glucuronidase 2011
duplicate samples EBV
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Reproducibility of Iduronidate sulphatase 2011
duplicate samples EBV
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Reproducibility of Galactocerebrosidase 2011
duplicate samples EBV
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Reproducibility of Sphingomyelinase 2011
duplicate samples EBV
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OVERALL PERFORMANCE 2011

� 1 Participant: 100% score (6 enzymes), CV<25%; enzyme patient<30%; 
enzyme control >20%

�

� 17 Out of 64 Participants: Diagnosis correct (enzyme act. <30%), control
enzyme activity>20%


