
WELCOME TO

ESPN/ERKNet
Educational Webinars on Pediatric Nephrology & 
Rare Kidney Diseases

Date: 01December2020 

Topic: Management of congenital nephrotic syndrome: 

consensus recommendations

Speaker: Olivia Boyer

Moderator: Francesco Emma



ÁDefinition

Á Nephrotic-range proteinuria and oedemathat 

manifestsin uteroor during the first 3 months of life 

ÁEtiologies

ÁPodocyte gene pathogenic variants (60ς70%)

ÁNPHS1 (nephrin)

ÁNPHS2 (podocin)

ÁPLCE1

ÁWT1

ÁLAMB2

ÁCongenital infections 

ÁMaternal allo-immune disease
Holmberg, PediatrNephrol1995

Machucaet al. J Am SocNephrol2010
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ÁDiagnosis

ςAntenatalonset ς3 months

ςEnlargedhyperechoic kidneys

ςIncreaseda-FP

ςEnlarged placenta >25% BW

ςMassive Pu, anasarca

ςVariable kidneyfunction at birth

ÁHistology

ÁTubulardilation (FinnishCNS)

ÁMCD/FSGS or DMS
Holmberg, PediatrNephrol1995

Machucaet al. J Am SocNephrol2010
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ÁProneto severecomplications

Áhemodynamicinstability

Á recurrent infections

Á thromboses

Á impairedgrowth

ÁMost childrenwith CNS progressto kidney

failure within a few years

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

Á Causes of death: infection or hemodynamiccollapse, 

thromboses Holmberg, PediatrNephrol1995
Machucaet al. J Am SocNephrol2010
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Á Finnish-type nephroticsyndrome

Á 1/8.000 Finland> 0.5/100.000 Europe/USA

Á NPHS1= nephrin: Fin major and Fin minor

Á > 200 variantsin non-Finnishpopulations + other genes

Á Proposedmanagement (1984)

Á Daily albumininfusions (CVL)

Á Preventionand management of comorbidities

Á Infections, thromboses, anemia, hypothyroiditism, Χ

Á Nutrition, GH

Á ACEi/ NSAIDs: indometacine

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

Preemptive bilateral nephrectomy (# 7 kg)

Dialysis (PD ++)

Kidney transplantation (# 9 kg)

Congenitalnephrotic syndrome



ÁBeforeactive treatment

Ámeansurvival7.6 months(0-26)

ÁAfter active treatment

Á>90% transplanted with similar renal and overall 
survival to other transplanted children 

ÁMore recent data
Ásuccessful treatment using a conservative approach 

involving optimized nutrition and medications 
without preemptive nephrectomy

Holmberg et al., Pediatr Nephrol 1995 
Holtta et al. Pedaitr Nephrol 2016

Congenitalnephrotic syndrome

Bérody, (é) Boyer.NDT 2018

Dufek, Holtta (é) Shroff.NDT 2018
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Externalexpert group
GemaAriceta(Spain), Justine Bacchetta(France), 
Jan Ulrich Becker (pathologist, Germany), Carsten 
Bergmann(Germany), Francesco Emma (Italy), 
Elisabeth Hodson (Australia), Elsa Kermorvant
(neonatologist, France), Agnès Linglart, (pediatrc
endocrinologist, France), Pierre Ronco(adult
nephrologist, France), RukshanaShroff(UK), Anne 
Smits(pharmacologist, Belgium), YincentTse (UK), 
Lore Willem (ethicist, Belgium), Alexia Florimont
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Externalvoting panel: (Delphimethod)
ESPN WG on GlomerularDiseases

Core Group

Neonatologist: Sandra Bérody, Paris, France

PediatricNephrologynurse: Hazel Webb, 

London, UK

Patientrepresentative

Management of congenitalnephrotic syndrome: CPR



Evidencereview (Dr Tanja Wlokowski, ERKNet)

Á27 relevant PICO questions

Á1,367 results but no randomized clinical trials

Á54 articles are referenced in the consensus statement

X
strong

X
moderate

Management of congenitalnephrotic syndrome: CPR

RIGHT statement
http://www.right -

statement.org/

AAP gradingsystem
https://www.aap.org/


