
Rapidly progressing glomerulonephritides (RPGN)  

    Definition 

 This is a heterogeneous group of diseases, which have a 

characteristic histological picture and if not recognized 

and adequately treated early they usually progress 

rapidly (weeks to months) to terminal renal failure. 
 

    Incidence 

 2-5% of patients with a biopsy 

 Renal biopsy is indicated immediately when RPGN is 

suspected. 



Clinical picture of RPGN 

Â  fatigue, weakness, subfebrile conditions, lumbar pain, 
 macroscopic haematuria 

Â  oligoanuria, oedemas, cough, dyspnoe 

Â  affection of upper respiratory tract: epistaxis, chronic colds, 
 recurrent sinusitis 

Â  affection of lower respiratory tract: chest pain, haemoptisis, 
 nodules, infiltrates, butterfly shadows, granulomae in chest 
 X-ray 

Â  affection of GIT: diarrhoea, abdominal pain, GIT bleeding 

Â  affection of eyes: conjunctivitis, episcleritis, optic neuropathy 

Â  cardiac affection: pericarditis, dilatation cardiomyopathy, 
 arrhytmia 

Â  affection of peripheral nerves: pareses, cramps, pain in the 
 lower limbs 

Â arthralgia, myalgia, purpura 



Clasification of systemic vasculitides  

(Chapel Hill, 1993) 

ÂLarge-vessel vasculitis 
     Giant celll arteritis 

     Takayasu arteritis 

ÂMedium-sized vessel vasculitis  
     Polyarteritis nodosa 

     Kawasaki disease 

ÂSmall-vessel vasculitis 
     Wegener's granulomatosis* 

     Microscopic polyangiitis* 

     Churg - Strauss syndrome* 

     Henoch - Schoenlein purpura 

     Cryoglobulinemic vasculitis 

     Leucocytoclastic angiitis  

 



Laboratory and additional examinations 

Â  urea, creatinine, GF, mineralogram, Astrup, other 

 biochemical examinations, blood count (anaemia, 

 leucocytosis), higher sedimentation, higher CRP, 

 haematuria, proteinuria, hypergamaglobulinaemia, anti-

 BM, ANCA antibodies (c-ANCA ï against proteinase 3,     

 p-ANCA ï against myeloperoxidase) 

 

Â  renal sonography, X-ray (heart and lungs), ECG, 

 echocardiography, EMG, gastroscopy, ORL and 

 ophthalmological examination 



c-ANCA (against proteinase 3) 



p-ANCA (against myeloperoxidase) 



Morphological picture of RPGN  

Â Kidneys are usually increased 

Â  More than 70% of glomeruli are affected by extracapillary 

 proliferation with crescents (initially epithelial, later fibrous). Their 

 development involves proliferation of the epithelial cells, 

 monocytes  (macrophages) and activation of coagulation with fibrin 

 formation.  Production of collagen occurs very rapidly (occlusive 

 crescents, glomerular obsolescence) 

Â  Proliferation, necroses and scarring of the glomerular cluster   

     (a picture of focal segmental necrosis) 

Â  Interstitial infiltrate (neutrophils, T-lymphocytes, monocytes) 

Â  Interstitial fibrosis and tubule atrophy 
 

 

Classification 

  Primary classification of RPGN is based on renal 

 immunofluorescency and serology examination 



Rapidly progressing glomerulonephritis 



Immunofluorescency examination in RPGN 


