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43 old man with recurrent sinusitis from several years, was admitted to Emergency 

Unit  because of persistent, productive cough. Physical findings: painfulness  of 

infraorbital region, moist rales in the lungs’ bottom, infinitesimal, symmetrical oedema 

of lower legs. Rtg of the chest: shadiness of the costophrenic angle and both top f the 

lungs. Laboratory findings:  creatinine 3.0 mg/dl, urea 120 mg/ml, urine: s.g. 1.020, 

protein 100 mg/dl, sediment - dysmorphic erythrocytes 10-12, serum: anty-GBM Ab 

negative, cANCA present. What diagnosis is more plausible? 

 

A. Acute tubulointerstitial nephritis 

B. Goodpasture Syndrome 

C. IgA Nephropathy 

D. Acute poststreptococcal glomerulonephritis 

E. Granulomatosis with polyagiitis 

Case report 
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American College of Rheumatology (ACR) 
American Society of Nephrology (ASN) 
European League Against Rheumatism (EULAR) 
Januar 2011 

Granulomatosis with polyangiitis Wegener’s granulomatosis 

 1931 r. - Heinz Klinger, medical student (Periarteritis Nodusa)  

 1950 r. - Friedrich Wegener, german pathologist 

This change reflects a plan to gradually shift from honorific eponyms to a disease-descriptive or 
etiology-based nomenclature 

http://ebazy.umb.edu.pl:2275/contents/search
http://ebazy.umb.edu.pl:2275/contents/search
http://ebazy.umb.edu.pl:2275/contents/search


Vasculitis -classification 



 

Similarities: 
 

- Pathogenesis connected with ANCA antibodies appearance 
 

- Common pathomorphologic pattern of kidney injury  
     (pauci-immune, necrotizing glomerulonephritis with crescent formation) 
 
Differences: 
 

- Clinical picture 
 

- Granulomas and their cells’ composition 
 

    MPA – without granulomas 
    GPA – granulomas consist of different cells (macrophages, neutrophils,   
 lymphocytes)  
    EGPA –granulomas with dominance of eosinophilic leucocytes  
 

ANCA positive vasculitis 





Palpable purpura  



 
Production  
of ANCA 
antibodies 

Immunological  
system  
uprousing 

Initiatory factor 

Injury of vessels 

Tissue injury 

Pathogenesis of  

ANCA-associated vasculitis 





Initiatory factors of GPA 

Infections 
 
• Staphylococcus aureus carrier-states (nose) 
• E. coli  infection (strain producing  FimH adhesin, 100% homology with   
       LAMP-2 epitope, antibodies cross-reaction  

Genetic factors 
 
• MHC class  II – allele HLA-DRB1-15 
• gen PTPN22 – polymorphism of one nucleotide 
• alpha-1-antitrypsin deficiency 

Environmental factors 
 
• drugs – rifampicin, allopurinol, hydralazine, propylthiouracil 
• exposition – noninfectious inhaled toxins (silica dust, mercury, lead) 



Immunological features of 

ANCA-associated vasculitis 

GPA                  80% ANCA positive 

MPA/EGPA      50-70% ANCA positive  
 

GPA: 

 PR3 (cANCA)     70-80% of cases 

 MPO (pANCA)    10% of cases 
 

anty LAMP-2 antibodies (lysosome-associated membrane protein-2)          
                             molecular mimicry, connection with infection 90% pts with RPGN 
 
 

New Diagnosis and Classification Criteria in Vasculitis Study: 
 

• PR3-ANCA (cANCA) vasculitis 
• MPO-ANCA (pANCA) vasculitis 
• ANCA negative vasculitis  
 

  MPO 
mieloperoksydaza 

   PR3 
proteinaza 3 



Symptoms 



Pneumonol. Alergol. Pol. 2013; 81: 479–491 



Upper respiratory truck 



Lower respiratory truck 



Renal Manifestation of AAV(ANCA-associated vasculitis) 

 National Institutes of Health (NIH)  

 18% pts with GPA/MPA at presentation have GN 

 77 to 85% pts subsequently developed GN (usually within the first 2 yrs of    

      disease onset) 

 

• Erythrocyturia (remittent)  

• RPGN pauci-immune crescentic glomerulonephritis (ANCA +) 

• renal-limited vasculitis (RLV)  ANCA positive 

• ANCA-negative pauci-immune crescentic glomerulonephritis 
 

• Proteinuria (subnephrotic) 

 

 

 

   

FSGS 



Necrotizing glomerulonephritis Normal glomerulus 

©2016 UpToDate® 

Light micrograph showing fresh segmental 

necrotizing lesions with bright red fibrin deposition 

(arrows). A necrotizing glomerulonephritis can be 

seen in a variety of inflammatory disorders 

including vasculitis and lupus nephritis. The latter 

has prominent immune complex deposition which 

is generally absent in vasculitis. 

Light micrograph of a normal glomerulus. There 

are only 1 or 2 cells per capillary tuft, the capillary 

lumens are open, the thickness of the glomerular 

capillary wall (long arrow) is similar to that of the 

tubular basement membranes (short arrow), and 

the mesangial cells and mesangial matrix are 

located in the central or stalk regions of the tuft 

(arrows). 



Crescentic glomerulonephritis 
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Pauci-immune GN Lupus Nephritis III/IV 

IgA Nephropathy Goodpasture’s Syndrome 



Clinical findings 

• Age –  doesn’t meter  

• Sex – doesn’t meter 

• Race – white 

• The most frequent cause of worry: 
 

     fatigue/bad filling 
     sub febrile state/fever 
     body weight loss 
     arthritis 
 

     nasal obstruction/sinusitis 
     hoarseness, stridor, snore 

     caught, dyspnoea, hemoptysis 

     skin lesion (purpura) 
 

     irregularity in urine sediment 

     neurologic problems 



Algorithm of diagnosis 

Obraz kliniczny + dotychczasowy przebieg choroby 
 
 

oznaczyć ANCA 
(uwaga wyniki fałszywie + lub -) 

 
 
 

biopsja zajętego narządu 
(najczęściej skóra, nerka, płuco) 

 

ANCA – wyniki fałszywie dodatnie: 
• infekcyjne zapalenie wsierdzia 
• polekowe vasculitis  



Who to heal? 

Everybody with active disease 

Aim: to achieve full remission 



Disease’s Activity assessment 

The Birmingham Vasculitis Activity Score (BVAS)  GPA/MPA 

 

1. General symptoms – arthritis, fever, body weight loss, etc. 
2. Main systems involvement 

 
BVAS/GPA score 0-68 points 
   3 points:  

• gangrene 
• alveolar bleeding 
• respiratory insufficiency 
• receiving hearing loss 
• scleritis 
• exudation/retinal bleeding 
• abdominal angina (mesentery ischemia) 
• erythrocytes casts 
• eGFR decrease/ Crea increase 
• neurologic symptoms 



BVAS score 



Therapy 



Dziękuję za uwagę 


