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Definition
Podocytefoot process

Nephroticrange proteinuria an@dedemathat
manifestsin uteroor during the first 3 months of life
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Congenital infections

Maternalallo-immune disease |
Holmberg PediatrNephrol1995

Machucaet al. J AnSocNephrol2010
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Diagnosis

¢ Antenatalonsetc 3 months

¢ Enlargedhyperechoic kidneys
¢ Increasedh-FP

¢ Enlarged placenta >25% BW
¢ Massive Puanasarca

¢ Variablekidneyfunctionat birth

Histology

Tubulardilation (FinnishCNS)
MCD/FSGS or DMS

Holmberg PediatrNephrol1995
Machucaet al. J AnSocNephrol2010
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Proneto severecomplications
hemodynamicinstability
recurrentinfections
thromboses
Impairedgrowth

Most childrenwith CNSprogressto kidney
failure within a fewyears

1965-1973:meansurvival7.6 months(0-26)

Causes ofleath: infection orhemodynamicollapse,
thromboses

Holmberg PediatrNephrol1995
Machucaet al. J AnSocNephrol2010
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Finnishtype nephrotic syndrome

1/8.000Finland> 0.5/100.000 Europe/USA
NPHSZE nephrin Fin major and Fin minor
> 200variantsin nonFinnishpopulations +other genes

Proposedmanagement (1984)

Dailyalbumininfusions (CVL)

Preventionand management ofomorbidities
Infections, thrombosesanemig hypothyroiditism X

Nutrition, GH
ACEI NSAIDsnhdometacine

/Preemptive bilateral nephrectomy (# 7 k@

g

Dialysis (PD ++)

Mahan et al. J Pediatr 1984
Holmberg, Pediatr Nephrol 1995

\ Kidney transplantation (# 9 kg) /
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After activetreatment ok s
>90% transplanted with similar renal and overall B e meowe e
survival to other transplanted children -
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More recent data i
successful treatment using a conservative approach =
involving optimized nutrition and medications S
without preemptive nephrectomy Conros 261 20 tee 88 147 128
Bérody, (6 ) B oND@& 2018 B  ESPN/ERA-EDTA ?era
Dufek, Holtta (¢ ) S h NDTf2018 Registry

Holmberg et al., Pediatr Nephrol 1995
Holtta et al. Pedaitr Nephrol 2016
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PediatricNephrologistsand geneticists
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DetlefBockenhauerondon UK
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Marina Vivarelli, Romdtaly
Neonatologist SandraBérody Paris, France
PediatricNephrologynurse:Hazel Webb,

London, UK
Patientrepresentative

Externalexpertgroup

GemaAriceta(Spain), JustinBacchettaFrance),
Jan Ulrich Beckep#thologist Germany), Carsten
BergmannGermany), Francesco Emntizl),
Elisabeth Hodsormlstralig, Elsakermorvant
(neonatologist France), Agndsnglart (pediatrc
endocrinologist France), PierrRonco(adult
nephrologist France)Rukshan&hroff(UK), Anne
Smits(pharmacologistBelgiun), YincentTse (UK),
Lore Willem €thicist, Belgium), AlexiaFlorimont
(France, patientepresentativeand nurse).

Externalvoting panel: (Delphimethod)
ESPN W@Gn GlomerularDiseases
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Evidenceeview (Dr TanjaWlokowski ERKNet
A27 relevant PIC@Questions
A1,367 results buho randomized clinical trials

A54 articlesare referenced in the consensus statement

RIGH Btatement
http://www.right -
statement.orqg/

AAPgradingsystem
https://www.aap.orqg/
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