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.
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Clinical picture of RPGN

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

oligoanuria, oedemas, cough, dyspnoe

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

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

affection of GIT: diarrhoea, abdominal pain, GIT bleeding
affection of eyes: conjunctivitis, episcleritis, optic neuropathy

cardiac affection: pericarditis, dilatation cardiomyopathy,
arrhytmia

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

arthralgia, myalgia, purpura



Clasification of systemic vasculitides
(Chapel Hill, 1993)

A Large-vessel vasculitis

Giant celll arteritis
Takayasu arteritis

N

A Medium-sized vessel vasculitis

Polyarteritis nodosa
Kawasaki disease

N

A Small-vessel vasculitis

Wegener's granulomatosis*
Microscopic polyangiitis*
Churg - Strauss syndrome*
Henoch - Schoenlein purpura
Cryoglobulinemic vasculitis
Leucocytoclastic angiitis




Laboratory and additional examinations

A Urea, creatinine, GF, mineralogram, Astrup, other
biochemical examinations, blood count (anaemia,
leucocytosis), higher sedimentation, higher CRP,
haematuria, proteinuria, hypergamaglobulinaemia, anti-
BM,

A renal sonography, X-ray (heart and lungs), ECG,
echocardiography, EMG, gastroscopy, ORL and
ophthalmological examination



c-ANCA (against proteinase 3)

C-ANCA pattern Demonstration of cytoplasmic

antineutrophil cytoplasmic antibodies (C-AMCA) by
indirect immunofluorescence with normal neutrophils.
There is heavy staining in the cytoplasm while the
multilobulated nuclei iclear zones) are nonreactive. These
antibodies are usually directed against proteinase 3 and
most patients have Wegener's granulomatosis. Courtesy of
Helmut Eennke, MD.




P-ANCA (against myeloperoxidase)
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AMNCA pattern can also be seen with autoantibodies agains
humber of ather antigens including lactaferrin and elastase.
Mon-MPO P-AMNCA can be seen in a variety of nonvasculiti
disorders. Courtesy of Helmut Rennke, MD.
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Morphological picture of RPGN

Kidneys are usually increased

More than 70% of glomeruli are affected by extracapillary
proliferation with crescents (initially epithelial, later fiorous). 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)

Proliferation, necroses and scarring of the glomerular cluster
(a picture of focal segmental necrosis)

Interstitial infiltrate (neutrophils, T-lymphocytes, monocytes)
Interstitial fibrosis and tubule atrophy

Classification

Primary classification of RPGN is based on renal
Immunofluorescency and serology examination



Rapidly progressing glomerulonephritis
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Rapidly progressive glomerulonephritis High power
light micrograph showing an active hypercellular crescent
caontaining fibrin, which has a bright red appearance (lang

). Note that the severe inflammatory injury has led
to fragmentation of the glomerular tuft (short arrow) and
to creation of a rent in the capsule (double arrow).
Courtesy of Helmut Rennke, MD.




Immunofluorescency examination in RPGN



