Classification of glomerulopathies (1)

1. Acute glomerulonephritides (AGN)

2. Rapidly progressing glomerulonephritides (RPGN)
Immunocomplex RPGN
Antirenal RPGN
- Isolated antirenal RPGN
-Goodpastureos syndr ome
Pauci immunne RPGN
- Isolated pauci immune RPGN

-Wegener 0s granul omat os 1 s
polyarteritis



Classification of glomerulopathies (2)

3. Chronic glomerulonephritides (CHGN)
Non-proliferative CHGN
- iIdiopathic nephrotic syndrome
- nephrotic syndrome with minimal changes
- focal segmental glomerulosclerosis
- membranous nephropathy
- lupoid nephritis type V
Proliferative CHGN
- mesangioproliferative CHGN
- IgA nephropathy
- Henoch-Schoenlein purpura
- lupoid nephritis type |
- membranoproliferative CHGN
- MPGN type I, II, Il
- lupoid nephritis type lll and IV
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Clinical symptoms of glomerulonephritides

Asymptomatic course

Accidental finding in urine

Nephrotic syndrome

Changes of the appearance and guantity of urine
Renal insufficiency

Arterial hypertension

Oedemas

Dyspnoe

Vision impairment

SKin purpura

Recurrent sinusitis

Haemoptisis

Severe peripheral neuropathy

Trophic defects of the limbs

Arthralgia, butterfly exanthema, polyserositis



Urinary syndromes in chronic glomerulopathies

Small isolated proteinuira

- orthostatic proteinuria

Isolated (mild erythrocyturia)

- IgA nephropathy

- vasculitis

Massive Isolated selective proteinuria

- nephrotic syndrome with minimal changes
Prevailing (macroscopic) haematuria

- IgA nephropathy

- thin-membrane nephropathy (Alporté s synpdr o me
Prevailing (non-selective) proteinuria

- focal segmental glomerulosclerosis

- membranous nephropathy

- lupoid nephritis (Il T V according to WHO)
Proportional proteinuria and erythrocyturia
- membranoproliferative glomerulonephritis



The most common glomerulopathies

A IgA nephropathy

A Membranous nephropathy

A Membranoproliferative glomerulonephritis
A Minimal nephropathy

A Focal segmental glomerulosclerosis
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IgA nephropathy (Berger's disease)

Primary IgAN Is the most common chronic
glomerulonephritis in developing countries (30%)

Pathogenesis

Increase of IgA1 production
Impairment of IgA1 glycosylation

Excessive production of circulating
Immunocomplexes which are deposited in the
glomeruli and cause inflammation. The principle of
formation of these complexes is probably a different
composition of sugar chains of Ig A1



IgA nephropathy - pathogenesis

Glycosylation defect within the hinge region of the IgA1l _
molecule. Dimer of IgA;-molecules

Abnormal interaction of IgA1 with mesangial receptors? o - carbohydrate groups
Glycosylation profile for Gal-deficient IgA1?

Relatives of IgA nephropathy patients often present
with abnormal glycosylation pattern.

Gharavi A. et al., J. Am. Soc. Nephrol. 2006, 17:253A

—

"Hinge"-
region

coding sequence for IgAl1 hinge region is not variable!
Greer MR, NDT 1998 13:1980

Recurrence of IgA nephropathy may occur after NTX
(as hint at an extrarenal cause for IgA nephropathy).

Barratt J and Feehally J, J. Am. Soc. Nephrol. 2005, 16: 2088
Floege J and Feehally J, J. Am. Soc. Nephrol. 2000, 11: 2395



Histological picture of IgAN

Light microscopy

Immunofluorescence

ELMI

I mesangioproliferative GN

I presence of diffusional mesangial

IgA deposits in the glomeruli and
sometimes also in the capillary wall
subendocardially

I proliferation of mesangial cells,
mesangial and paramesangial
deposits, thinning, splitting or
duplication of the basal membrane



