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Woman, 42 years 

• Since 1 year fatigue, gingivitis and nasal 
ulceration 

• Wegener’s disease ruled by internal medicine 
elsewhere 
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Direct immunofluorescence 



Salt split skin 





Importance of (sub)classification 

• Epidermolysis Bullosa Acquisita:  
– therapy resistant 

• P200:  
– better prognosis 

• Laminine 332: 
– Severe mucosal involvement 
– Asssociation with malignancies 



What tests are available 

• N versus U serration 



N serration: P200 or Laminin 332 



U serration: EBA 
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Vodegel et al: Brit J Dermatol 2004; 151: 112-18 
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• Knock out Epidermolysis Bullosa skin 
• Confocal microscopy. 



Confocal microscopy 

Laminin-332 Collagen type VII 

IgG IgG 
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Double staining patient IgG and laminin gamma 2                                                                         IgG 



Double staining patient IgG and laminin gamma 2                                                  laminin gamma2  



Dubbelkleuring patient IgG and laminin gamma 2                                                           overlay 





#1 63x  These are the laminin332 footprints to look for 
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Serum on air-dried frozen cells 

6720                                                     6947                                                  8276                                                   12439 

7874                                                   9562                                                  12387                                                  17301 

9141                                                    9264                                                 17378                                                 19035 

EBA 
 
 
 
 

P200 



Our patient 

• Internal medicine: no evidence for malignancy 
• ENT: supraglottic scarring 
• Ophthalmologist: abnormalities consistent 

with cicatricial pemphigoid 



Laminin-332 transfected cells 



Comparison laminin-332 transfected cells (Lubeck) 



Conclusion 

• KFA new and reliable technique to diagnose 
anti-laminin 332 pemphigoid 

• Game changer: comments BJD 





Keratinocyte Binding Assay 





Direct immunofluorescence 



Monkey esophagus 

Desmoglein ELISA 



Serology of 234 patients with positive DIF 



Inconsistent findings during the 
diagnostic process bring decision 

making challenges 



Dsg3 
NHK 



1 day after Ca 

5 days 7 days 

3 days Dsg1 



Pemphigus foliaceus (only DSG1) 



Pemphigus vulgaris (DSG 1 and 3) 









Conclusion 
• Two new serological techniques for 

pemphigoid and pemphigus based on cultured 
keratinocytes 

• Both are highly sensitive and specific 
• Both tests can be used in difficult and 

challenging cases 



www.immunoderma.org 



www.immunoderma.org 
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