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Learning to live with nephrotic syndrome: experiences of adult
patients and parents of children with nephrotic syndrome
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FIGURE 1: Learning about NS: common learning needs.
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Gruppo A - Sala Cavour: Diagnosi e terapie

Moderatore Francesco Emma

Dopo una breve presentazione introduttiva sull’argomento si aprira la discussione sulle domande
preparate dalle famiglie.

¢ Nuovi approcci terapeutici con cellule staminali e sparsentan. Giovanni Montini
e Quando fare la biopsia renale e cosa ci puo dire: Luisa Murer

e Cosa ci puo dire la genetica: Paola Romaganani
¢ Anticorpi Monoclonali: quando pensarci e che vantaggi e svantaggi: Gianmarco Ghiggeri |
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Gruppo B - Sala Campidoglio: Gestione del quotidiano
Moderatore Carmine Pecoraro

Presentazioni indirizzate a temi inerenti alimentazione, sport, vaccinazioni, scuola.

Dopo una breve presentazione introduttiva sull’argomento si aprira la discussione sulle domande
preparate dalle famiglie.

e Vaccinazioni: paure o pericoli. Carmine Pecoraro

e Lo sport: fa bene o fa male? Mario Giordano

e All’asilo e a scuola: si o no? Andrea Pasini

e Quali indicazioni sull’alimentazione: Alberto Edefonti



SINDROME NEFROSICA: ...... UNA MALATTIA CHE
NON AVEVO MAI SENTITO

Pensavamo a una allergia.....
E invece......

Edema

Proteinuria nefrosica

(>50 mg/kg/die ->40 mg/m2/h - Upr/Ucr >2 g/mmol o0 2 mg/mg)
Ipoprotidemia (< 6 g/dL)

Ipoalbuminemia (< 2.5 g/dL)



UN MECCANISMO DIFFICILE DA CAPIRE

La bambina & gonfia...... ma cosa c’entrano le proteine nelle urine?
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IL GLOMERULO
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LA BARRIERA DI FILTRAZIONE E'ALTERATA

Normale Sindrome nefrosica
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LA BARRIERA DI FILTRAZIONE PUO™ ESSERE IL BERSAGLIO
DI UN ATTACCO «IMMUNOLOGICON
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Segarra-Medrano A. Nefrologia, 2012 ; Noris M. Nat Rev Nephrol, 2015




MA O0GGI SAPPIAMO ANCHE CHE IL PROBLEMA PUQ" ESSERE NELLE
STRUTTURE CHE COMPONGONO LA BARRIERA DI FILTRAZIONE
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Trans-ethnic, genome-wide analysis reveals immune-related risk

alleles and their phenotypic correlates in pediatric SSNS
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PASSANO LE PROTEINE E COMPARE LA PROTEINURIA:
LA SCHIUMA
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MA PERCHE" GONFIA?
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SINDROME NEFROSICA NEL BAMBINO

CONGENITA: esordio entro i primi 3 mesi

: : : : >90% STEROIDO RESISTENTI
INFANTILE: esordiotrai 4 ei 12 mesi

DEL BAMBINO: esordio oltre i 12 mesi

\ LA PROVA PRINCIPALE: LA
RISPOSTA AL CORTISONE

80% STEROIDO SENSIBILI

20% STEROIDO RESISTENTI



SINDROME NEFROSICA NEL BAMBINO

SINDROME NEFROSICA IDIOPATICA

/N

SN CORTICOSENSIBILE SN CORTICO RESISTENTE
75-90% 10-25%

SN MULTIDRUG SENSIBILE SN MULTIDRUG RESISTENTE
5-10% 5-15%

SN CORTICORESISTENTE

MULTIPLE RECIDIVE
60-80%

immuno-mediata FORME GENETICHE DI
SN CORTICORESISTENTE

SN ANCHE IN ETA’ ADULTA ALTO RISCHIO DI
15-25% RECIDIVA POST TRAPIANTO




IL CORTISONE: MOLTI SCHEMI. .. .RISULTATI ANALOGHI
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Figure 1 | Lack of effect of extending initial prednisone treatment on long-term freedom
from frequent relapses. NS, not significant.

Hoyer P. Kidney Int 2015



IL CORTISONE: MOLTI SCHEMI. ... QUELLO CHE CONTA E" LA DOSE CUMULATIVA

Recidiva Dose cumulativa di PDN
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Pasini er ol kalan Jounal of Pediatrics [2017) 43:.41

DO! 10.1186/513052.017-0356-x Italian Journal of Pediatrics
REVIEW Open Access

The Italian Society for Pediatric Nephrology @
(SINePe) consensus document on the
management of nephrotic syndrome in

children: Part | - Diagnosis and treatment of

the first episode and the first relapse

Andrea Pasini””, Elisa Benent, Giovanni Conti®, Luciana Ghio®, Manta Lepore®, Laura Massella®, Daniela Moling®,
Licia Peruzzi’, Francesco Emma®, Carmelo Fede®, Antonella Trivelli®, Silvio Maringhini®, Marco Materassi'®,
Giovanni Messina'', Giovanni Montini®, Luisa Murer®, Carmine Pecoraro® and Marco Pennesi'?

Table 5 Steroid protocol

Prednisone (PDN) Dosage Duration
Treatment of the first episode
60 mg/m’ (maximum in single or 2 divided 6 weeks
60 mq) doses
40 mgfmz (Maximum on alternate days 6 weeks

40 mg)
Treatment of the first relapse

60 mgfmz (Maximum in a single or 2
60 mq) divided doses

40 mgfmz (Mmaximum on alternate days
40 mg)

Until urine protein
is negative for 5
days

4 weeks




L'OBIETTIVO: MANTENERE LA REMISSIONE E RISPARMIARE IL
CORTISONE

FARMACO Efficacia Indicazione Commenti

Ciclosporina e Tacrolimus +++++ SDNS Tossicita renale /ipertensione
Micofenolato mofetile ++++ FRNS/SDNS Spesso necessarie alte dosi (> 600 mg/m?)
Levamisolo +++ FRNS Difficile da reperire
Ciclofosfamide +++ ? Tossicita; talora nn protettivo
Rituximab Buona ? Pud compromettere la memoria immunologica

Altri farmaci innovativi



LA BIOPSIA RENALE
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LA QUALITA DELLA VITA DEI BAMBINI E DELLE
’:AMIGLIE

23/4/2019
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The effect of blended training on the quality of life of children with
nephrotic syndrome

Sedighe thnjﬂ,1 Sedighe Jahanian 2 and Hamid Hgghgm3

PROGRAMMI EDUCAZIONALI
STRUTTURATI PER BAMBINI E FAMIGLIE

USO DI MULTIPLI STRUMENTI DIDATTICI PER MIGLIORARE LA
FAMILIARIZZAZIONE CON

LA MALATTIA MIGLIORAMENTO DELLE
LA GESTIONE DELLA MALATTIA PERFORMANCE

* FISICHE

* EMOTIVE

« SOCIALI

» SCOLASTICHE
* QUALITA’ DI VITA GENERALE



UN IMPATTO IMPORTANTE PER LE FAMIGLIE

Journal of Paediatrics and

Child Health

doi:10.1111/jpc. 13445

ORIGINAL ARTICLE

Multidimensional impact on families of children with steroid-
sensitive nephrotic syndrome

Gurdeep S Dhooria ;' Harmeet P Singh,?2 Deepak Bhat,' Harmesh S Bains," Ravinder K Soni® and
Mohit Kumar'

Departments of 'Pediatrics, Medicine, and *Statistics, Preventive Medicine, Dayanand Medical College and Hospital, Ludhiana, India

Joumal of Paediatrics and Child Health 53 (2017) 354-357

Family impact score Nephraotic syndrome (n = 50); mean (SD) Healthy control (n = 50); mean (SD) Difference of means (95% Cl) P-value
Physical functioning 63.33 (22.66) 100 (0) -36.66 (-43.02 to -30.30) 0.0001*
Emotional functioning 46.80 (24.61) 100 (0) -53.20 (-60.10 to -46.29) 0.0001*
Sodial functioning 71.37 (26.09) 100 (0) -28.63 (-35.95 to -21.30) 0.0001*
Cognitive functioning 58.50 (23.57) 100 (0) -41.50 (-48.11 to -34.89) 0.0001*
Communication 72.67 (23.93) 100 (0) -27.33 (-34.05 to -20.62) 0.0001*
Worry 46.20 (20.66) 100 (0) -53.80 (-59.60 to -48.00) 0.0001*
Family daily activities 59.00 (30.15) 100 (Q) -41.00 (-49.46 to -32.53) 0.0001*
Family relationships 75.40 (18.87) 100 (0) -24.60 (-29.90 to -19.31) 0.0001*
Tota 60.76 (15.66) 100 (0) -38.34 (-42.76 t0 -33.92) 0.0001*

*P< 0.05 is significant. Cl, confidence interval; SD, standard deviation.

WPREOCCUPAZIONE»
* EFFETTI COLLATERALI DEI FARMACI A DISTANZA
* QUTCOME A DISTANZA



LA QUALITA" DELLA VITA DEI BAMBINI

Saudi J Kidney Dis Transpl 2017:28(3):593-598

© 2017 Saudi Center for Organ Transplantation

Saudi Journal

of Kidney Diseases

and Transplantation

Renal Data from Asia—Africa

Assessment of Quality of Life in Children with Nephrotic Syndrome at a

Teaching Hospital in South India

Sonia Agrawal', Sriram Krishnamurthy', Bijaya Nanda Naik®

Table 3. PedsQL"™ 4.0 Generic Core Scale Quality of Life scores in cases and controls.

Cases Controls
Domains " Median (interquartile n Median (interquartile p
range) range)
Physical 50 71.87 (58.59-75) 50 62.5 (58.59-68.75 0.004*
Emotional 50 65 (55-65) 50 60 (55-65) 0.029%*
Social 50 70 (63.75-75) 50 65 (60-70) 0.010%*
School 40 62.5 (56.25-65) 49 65 (52.5-65) 0.745
Total 40 65 (59.02—68.75) 49 62.19 (58.05-65.78) 0.012*

*P value significant (<0.05).

lable 4. Comparison ot PedsQL 4.0 (eneric Core Scale quality of life 1n different clinical phenotypes
of nephrotic syndrome.

Type of nephrotic syndrome

Steroid dependent and

Parameters . Steroid resistant | Infrequently relapsing
frequently relapsing _ . _ P
(n=24) (n=10) and first episode (7=16)
Physical scores™ 68.75 (56.25-75) 71.88 (65.63-75) 71.88 (65.63-75) 0.715
Emotional scores™ 62.5(51.25-70) 60 (60-71.25) 62.5 (56.25-65) 0.290
Social scores* 70 (65-75) 72.5 (63.75-75) 70 (60-75) 0.662
School scores™ 60 (58.75-65) 65 (60-65) 60 (55-65) 0.529

*Values depicted as median (interquartile range).

DIVERSE DAI
COETANEI
SENZA SN

NON MOLTO
DIVERSI NELLE
FORME DIVERSE
DI SN



L'IMPATTO DELLA DURATA DELLA MALATTIA
SULLA QUALITA" DELLA VITA

Pediatr Nephrol (2015) 30:1467-1476
DOI 10.1007/s00467-015-3074-x

ORIGINAL ARTICLE

The impact of disease duration on quality of life in children
with nephrotic syndrome: a Midwest Pediatric Nephrology
Consortium study

Table 6 Comelations between PROMIS and PedsQL measures

PROMIS domains PedsQL™ 4.0 Generic Core Scales domains

Physical functioning Emotional functioning Social functioning l School functioning Overall HRQOL

Mobility 0.57 0.29 0.35 0.41 0.52
Depression —048 —0.69 —0.43 —0.49 —0.65
Anxiety —0.49 —0.76 —0.36 —0.35 —0.62

' —0.68 —0.62 —0.43 —0.58 —0.75

020 0.27 0.41 031 0.34
—0.67 —0.64 —0.41 —0.62 —0.75




ANCHE LO STRESS PUO" CAUSARE RECIDIVA?

Journal of Psychosomatic Research x¢x (5000X) XXX—XXX

Contents lists available at ScienceDirect

Journal of Psychosomatic Research

journal homepage: www.elsevier.com/locate/jpsychores

A longitudinal study on the effects of psychological stress on proteinuria in
childhood steroid-sensitive nephrotic syndrome

Lianne Bakkum®™"*, Agnes Maresa Willemen", Lydia Zoetebier?, Antonia H. Bouts®

- ~ ' A
Stressful events ! | {  Dysregulated
and/or --»! Cortisol release r--»> immunological r--> Relapse
subjective stress | ' \ response '

‘Table 4
Fixed effects results of the multilevel models for the effect of perceived stress on

EVENTO STRESSANTE ASSOCIATO A

Proteinuria 95% CI

Same day [0.11, 0.27] RECIDIVA NEI GIORNI SUCCESSIVI

1 day later 19 . [0.10, 0.27]
2 days later .13+ . [0.04, 0.21]
3 days later 14 . [0.05, 0.22]
4 days later 13 . [0.04, 0.21]

o days ater L U U. 15
7 days later 0.05 0.04 [—0.04, 0.13]

Conclusions: Our findings suggest that psychological stress may trigger proteinuria in children with SSNS. Future
research in larger samples is needed to support our findings.
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Understanding Nephrotic Syndrome and Glomerular
Disease

In 2018 The Nephrotic Syndrome Foundation delivered 40 Backpacks of Hope, 14 hospital grade
thermometers, hosted 25 patient families at Camp, offered 4 Finding Health sessions for




