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Acquired and genetic factors

Dysregulation in the alternative
complement pathway, resulting
in overactivation of C3
convertase

Alotopayy TNG EVEPYOTTOINGNC o o
NG evaAlaktikiig 0600 Tou cupTTANPWHATOG Inflammation and glomerular .“
oTo TTAQCHO injury +

Gene mutations in regm

proteins: Factor H, B, D C3 convertase

_ &

C3 Nephritic factors
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C3 GLOMERULOPATHY

C3GN DDD
Hematuria :
SR Children, adults (20-40
CLINICAL D Aduits (30-40 HProfe;nurta o)
FEATURES years) Ryger :";:’; Drusen deposits in retina,
educe APL
Mtwxn vedpikn Tpoyvwon ey Non-specific

MICROSCOPY . Mesangial proliferative, membrano'pf.‘olifemﬁve, and endocapillary proliferative
glomerular pattern of injury. Crescents may be present

IMMUNO-
»

FLUORESCENCE Bright C3 deposits along GBM, Bowman's capsule, tubular

membranes, and mesangial rings

ELECTRON Pale/Non-dense, amorphous Electron dense, "sausage shaped”
MICROSCOPY . subendothelial, intramembranous intramembranous deposits in GBM,
and mesangial deposits Bowman’s capsule and mesangium

APL:Acquired partial lipodystrophy, GBM: Glomerular basement membrane
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Study Population
Avadpopikn HEAETN KOOPTNG
1997-2025
. Male: 51.6%
31 PatlentS Female: 48.4%
Mean age: 40 years
KAWiKA XopaKTnpLoTIKA Follow-up: 60 months

MpoyvwoTtikol TTapAyovTEG
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' Clinical Characteristics at Kidney
o Biopsy (n=31)

Percentage (%)

Cr~ 1,3 mg//dI
GFR~ 55 ml/min
C3=98
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Histological Features (Presence %)

Percentage (%)

90 83,9
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70 - 61,3 61,3
60 -
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0 - | |
Mesangial Endocapillary  MPGN pattern Crescents

hypercellularity hypercellularity
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Percentage (%)

60 54,8

Moderate Severe
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C3 Intensity (Updated)
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Treatment Distribution
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Immunosuppression




Immunosuppressive Treatments

Percentage (%)
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Clinical Outcomes Summary U
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Percentage (%)

60 5478

51,6

6 MTX
4 RELAPSE 66,6%

Partial Complete Any remission eGFR decline ESKD
remission remission
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Association of Glomerulosclerosis >25%
with Outcome (ESKD)

| E—

OR 4.8 (95% Cl 0.95-24.14), p=0.057



Forest Plot for ESKD Risk |
Excluding MGRS cases

Glomerulosclerosis =25% [ |
X 41 OR 6.66 (1.08-40.96)
(Adjusted for age and sex) : ®
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Forest Plot — ESKD Predictors (Full o
Model)

Extended Forest Plot - Predictors of ESKD
Glomerulosclerosis >25% -

Low C3 A &

Endocapillary hypercellularity - 4

eGFR <45

Sex A

3

10°

Odds Ratio (log scale)

WO e




o Forest Plot — Excluding MGRS

Forest Plot - Excluding MGRS (ESKD predictors)

Glomerulosclerosis >25% (ADJUSTED)

HR: 0,06, p:0,0]_S IMmMuNoSUppression - O

Low C3 A *

IFTA >25% 7 ®

Endocapillary hypercellularity -

eGFR <30 -

Sex 1 »

Age ] . T

T
100
0Odds Ratio (log scale)




Forest Plot — Immunosuppression

Predictors

Predictors of Immunosuppression

Active urine sediment -

Low C3 -

Endocapillary hypercellularity -

eGFR <45 A

Age -

Proteinuria =1.5 g/24h

Proteinuria =2.0 g/24h -

Proteinuria (continuous)

_._

10° 10!
0Odds Ratio (log scale)




Forest Plot — Immunosuppression
(Excluding MGRS)

Predictors of Immunosuppression (Excluding MGRS)

Low C3 1 &

Endocapillary hypercellularity - &

eGFR (continuous) [ ]

Age -

Proteinuria =1.5 g/24h -

Proteinuria =2.0 g/24h

10° 10!
Odds Ratio (log scale)
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2 PREDICTORS OF ESKD (UNIVARIATE ANALYSIS)

Proteinuria =1.5 g/24h

OR: 1.44 (95% CI: 0.29 —7.21)
p = 0.66 (Not statistically significant)

No significant association between baseline proteinuria and ESKD.
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