
Supplementary Figure S1

Supplementary  Figure S1: Linearity and lower limit of 

quantification (LLOQ) . AMC-standards were pipetted as 

outlined in Table 1. Raw AMC fluorescence  (in artificial units)  

was related to  the corresponding  AMC amount in pmol. The 

slope, y-intercept and, R -square were calculated by linear 

regression analysis.  The data for the independent experiments 

used for Figure 1 are shown. Concentrations of the calibration 

standards were back -calculated . Green numbers indicate back -

calculation of the standards within the requested limits ( ± 15% 

of the nominal value, for LLOQ ± 20%,), yellow colors refer to 

back calculations close, but outside the requested range, and 

red colors indicate values where back -calculation was 

inaccurate. L LOQ of each standard curve was determined to 

range between 2 and 6 pmol (= uppermost green AMC 

standard) and was averaged to obtain the mean LLOQ (i.e. 4.8 

pmol AMC).  



Supplementary Figure S2

Supplementary Figure S2: Linearity of the activity assay from 1 h to 24 h. AGA activity 
was measured using 10 µL of serum from a healthy donor. The graph shows the amount 
of liberated AMC (pmol) as a function of time.  



Supplementary Table S1: Coefficients of variation (CV) of the individual measurements of within-run 
and between-run precision.  

 

 

 

Within-run precision 
(Data from Figure 3) 

Between-run precision 
healthy donors 

(Data from Figure 4A) 

Between-run precision 
Patients 

(Data from Figure 4B) 

Sample ID CV (%) Sample ID CV (%) Sample ID CV (%) 

Healthy donor 2 3.73 Healthy donor 1 8.21 Patient 1 9.81 
Healthy donor 3 3.22 Healthy donor 2 6.98 Patient 2 48.94 
Healthy donor 5 1.06 Healthy donor 3 9.25 Patient 3 17.63 
Healthy donor 6 3.57 Healthy donor 4 4.93 Patient 4 105.82 
Healthy donor 8 1.81 Healthy donor 5 6.54 Patient 5 52.14 

Healthy donor 10 4.45 Healthy donor 6 10.09 Patient 6 26.19 
Patient 1 6.83 Healthy donor 8 12.76 Patient 7 22.31 
Patient 7 3.68 Healthy donor 10 7.23 Patient 8 65.24 

Patient 8 5.22   Patient 9 128.58 
Patient 14 5.98   Patient 10 19.74 
Patient 18 5.16   Patient 11 23.66 
Patient 19 14.78   Patient 12 86.78 

    Patient 13 32.81 
    Patient 14 66.66 
    Patient 15 62.11 
    Patient 16 43.14 
    Patient 17 65.04 
    Patient 18 37.23 
    Patient 19 47.03 
    Patient 20 41.37 
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