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Idiopathic inflammatory myopathies (IIM) and systemic 

sclerosis (SSc) are rare autoimmune connective tissue diseases 

characterized by complex pathophysiology, clinical 

heterogeneity, and significant impact on quality of life.  

This doctoral work focuses on improving diagnosis, treatment, 

and organization of care for these challenging conditions. 

Disease Background 

IIM are a group of rare, immune-mediated disorders affecting 

muscles and, frequently, lungs, skin, joints, and other organs. 

Subtypes include dermatomyositis, immune-mediated 

necrotizing myopathy, overlap myositis including anti-

synthetase syndrome, and inclusion body myositis. SSc is 

characterized by fibrosis, vasculopathy, and autoimmunity, 

affecting skin and internal organs. Both diseases are associated 

with high morbidity, making early recognition essential. 

 

Diagnostic Innovations 

A key element of this thesis is improving diagnostic precision. 

Autoantibodies play a critical role in identifying disease 

subsets and predicting outcomes. Novel multiplex 

immunoassays enable broader testing but require careful 

interpretation and harmonization/standardization. This 

research highlights pitfalls in antibody detection by 

commercially available multiplex immunoassays and provides 

guidance for their clinical use in IIM. 

Nailfold video capillaroscopy emerges as a non-invasive tool 

for early vascular changes, aiding in differential diagnosis and 

disease monitoring. Work within the EULAR Study Group on 

Microcirculation in Rheumatic Diseases contributed to 

standardized interpretation of capillaroscopic patterns in IIM. 

Therapeutic Advances 

Therapeutic innovation focuses on early and targeted 

interventions. A pilot study with rituximab in early diffuse 

cutaneous SSc showed promising results for skin involvement 

and safety.  

Care Models and Collaboration 

Beyond diagnostics and therapeutics, this thesis proposes new 

models of care. Nationally, the Flemish Network for Rare 

Connective Tissue Diseases improves referral pathways and 

standardizes follow-up, with as SSc as a pilot. Internationally, 

ERN ReCONNET facilitates shared expertise, patient advocacy 

and data harmonization. Finally, online platforms like CPMS and 

WE CARE foster multidisciplinary case discussions. 

Impact and Future Directions 

This work strengthens the role of the Ghent University Hospital 

as a reference center in rare connective tissue diseases. It 

demonstrates how harmonized diagnostics, collaborative 

networks, and innovative treatments can significantly improve 

patient care. Future perspectives include enhanced cohort 

studies, better biomarker integration, and advanced national 

and international collaboration. 
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