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eFigure S2 Correlation between biomarkers and muscle strength scores (CMAS) in juvenile 

dermatomyositis patients at assessment visit 1 (VC1) (A) SIGLEC1 versus CMAS (n=13) and (B) 

creatine kinase versus CMAS (n=13); Asterisks (*) represent significant results (p<0.05). Spearman’s rank 
test was used for both analyses; VC1, first visit with assessment of SIGLEC1 and CMAS 

 

eFigure S1 Receiver operating characteristic curves for SIGLEC1 and creatine kinase in 

dermatomyositis (DM) patients. The curves show the ability of each biomarker to distinguish 

between patients with PGA≥5 (moderate to severe disease activity) and PGA<5 (no to moderate 

disease activity), in (A) adult DM patients (n=21); SIGLEC1: AUC=0.96, p=0.002; creatine kinase: 

AUC=0.60, p=0.513 and (B) juvenile DM patients (n=17); SIGLEC1: AUC=0.97, p=0.001; creatine 

kinase: AUC=0.94, p=0.003 
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AD067 DM (adult) MDA5 PM-Scl100 1200 0  0  

AD065 DM (adult) MDA5 - 6901 0  0  

PAE002 DM 

(juvenile) 

PL7 - 9114 0  1  

PAE001 DM 

(juvenile) 

- - 25931 1  1  

AD010 IBM - Ro52, Ku, 

U1RNP 

9281 1  0  

AD004 Overlap - Ku 8305 0  1  

AD072 IMNM HMGCR - 1752 0  0  

AD008 Overlap - Ro52, Ku, PM-

Scl75, PM-

Scl100 

1645 0  0  

AD047 Overlap SRP - 1260 0  0  

AD064 Overlap - Ku 1200 0  0  

eTable S1 Subgroup analysis of SIGLEC1 expression (in blood) versus MxA and ISG15 status (in 

immunohistochemical muscle biopsy stains) (n=17). MxA/ISG15 status: 0 = negative, 1 = positive 
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samples were centrifuged for 5 min at 200 x g at RT. Samples were then washed once with 1000 µl PBS 

containing 2% fetal calf serum (FCS) and centrifuged again for 5 min at 200 x g at RT. Stained samples 

were acquired on a 10-color flow cytometer (Navios, Beckman Coulter) and analyzed using the Navios 

software. During each analytical run, QuantiBRITE™ PE tubes (BD Biosciences) were acquired to 

convert the fluorescent channel 2 (FL2) mean fluorescent intensity (MFI) signals on CD14+ monocytes 

to monoclonal antibodies bound per cell (mAb/cell) values. FL2 MFI values and absolute values for PE 

molecules (as specified by the manufacturer) for each QuantiBRITE™ bead population were used to 

perform linear least square regression analysis to determine the best calibration value, which then was 

used to convert the FL2 MFI values of monocytes in the analytical sample to the amount of PE-labeled 

CD169 mAb bound per monocyte (mAb/cell). 

 

 

 

 

eFigure S7 Flow diagram of study participants 

 

 

Confirmed IIM-diagnosis (n=74) 

Patients with a (preliminary) clinical 

diagnosis of idiopathic inflammatory 

myopathies (IIM) (n=140) 

Excluded (n=44): 

• insufficient clinical information 

• different or unclear diagnosis  

• no assessment of SIGLEC1 expression 

Juvenile 

dermatomyositis 

(n=17) 

Adult 

dermatomyositis 

(n=21) 

Antisynthetase 

Syndrome (n=19) 

Immune mediated 

necrotizing 

myopathy (n=8) 

Control group 1 (n=22): 

• overlap myositis (n=16) 

• mixed connective tissue 

disease (n=5) 

• systemic sclerosis (n=1) 

Control group 2: 

Sytemic lupus 

erythematosus (n=30) 

Control group 3: 

Healthy  

individuals (n=19) 
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eFigure S8 A-B Negative control stainings with an irrelevant antibody for MxA: As a negative 

control we used the species specific antibody (rabbit polyclonal) nNOS (neuronal nitric oxide synthase) 

at the same dilution (1:100). This is an antibody that we use in every muscle biopsy work-up to 

demonstrate integrity of the sarcolemma or lack of staining in e.g. denervation processes. The 

macrophages, endothelial cells and the sarcoplasm are not stained by nNOS. nNOS can similarly be 

used as a negative control with the species specific antibody (rabbit polyclonal) for ISG15 at a dilution 

1:50. 
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