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|dade a data da 1° TSFR

Doentes incidentes em 2017

Média=10,3+ 6,1anos

1ano-4 anos
® 5anos-14 anos
®>=15 anos




Doentes pediatricos que foram
transplantados no ano de 2017

N=13 transplantes

» Centro Hospitalar do Porto; n=8
« H. S. Maria, Lisboa; n=5

« Dador. Rim de dador cadaver/vivo=10/3
« TR préemptive. n=4
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Prevaléncia pontual de doentes em dialise em

ambiente pediatrico
(31/12/2017)

N=23

DP=16(69,5%)
. HD=7(30,5%)
/ mHD
DP
CH Porto H. H.S. H.

Coimbra Maria Estefania



Evolucao do registo
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Prevaléncia pontual de doentes com transplante renal
(enxerto funcionante) com seguimento em
Unidades de Nefrologia Pediatrica a 31/12/2017

N=95
H S Maria-Lisboa 50
C Hospitalar Porto 35

H Pediatrico Coimbra 10
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Incidéncia de doentes com idade pediatrica em TSFR

. Incidéncia RigslelildE! (oWl INCcidéncia
(0-14 anos) H(RXEET[el)] (L) (0-18 anos)
N©° pmart® pmart N°

Portugal Portugal Europa Portugal

Opmart=per million of the age —related population) 1451624



Prevaléncia pontual de Doentes Pediatricos em

TSFR
Populacao 0’-14 a-1 451 624
Populacao 0-182a -3 084 001
Ano Prevaléncia Prevalencia SMEVEIEWHEEV Prevalencia
(0-14 anos) (0-14 anos) (0-14 anos) 0-18 anos
N© Pmart pmart (pmart
Portugal Portugal Europa Portugal

31/12/2007 64
31/12/2008 56
31/12/2009 70
31/12/2010 77
31/12/2011 77
31/12/2012 84
31/12/2013 78
31/12/2014 79
31/12/2015 80
31/12/2016 73
31/12/2017 75
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ESPN/ERA-EDTA
C el Registry

paediatric

ESPN nitpliespn-oniine.ongiindex php ESPN/ERA-EDTA Registry hip.twww.espn-reg.ong

An update on the Regrshy- November 2018

Since Bs stat In 2007, the Registry Ennico Vidal Trom Padova, Raly,
published 40 sclentfic papers In high-  obtained an ERA-EDTA educational
raniking medeal joumals. So far, In @@ 0 perfom a3 feliowship on
208, four papars based on Regisiry slleatons
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publication by dfferent joumals an
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5 ESPN/ERA-EDTA
C Sty or Registry

paediatric
nephrolog

ESPN http://espn-online.org/index.php ESPN/ERA-EDTA Registry http://www.espn-reg.org

An update on the Registry- November 2018

* Registo da ESPN de 9 anos consecutivos.
« 36 paises
« Populacao: 22000 doentes DRC5 em TSFR com idade < 20 anos.

Apresentacao do Registo/Analise anual.
Publicagcbes em revistas médicas indexadas e com 1 fator de impato.




An update on the Registry- November 2018 1

National registries that contributed data as of November 2018
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Provided extended data to Provided limited data to Provided data via Intend to contribute data
the ESPN/ERA-EDTA Registry |the ESPN/ERA-EDTA Registry ' the ERA-EDTA Registry in the near future




Data analyses

Incident Patients (2016)

Incident pastiainc patients accepied for rendl replacement therapy In 2015 and general population characteistcs
of couniries contributing 2016 data to the ESPNERA-EDTA Reglstry.
Total o
RAT patlents Childen  Tolal Populstion  Children
Couniry 0-14 yaars 0-14 years -3 years  O-14years
H pmarp N N parcant

Albania ] BT 515,961 2,581,308 175
sarstria B B4 1,245,847 8,700,471 143
Belanis B 38 1,573,277 9,504,704 166
Bienla and Herzegoving 1 15 3T 3,531,159 154
Bulgaria 2 20 0oo 613 7127 823 140
Croatia 7 1.5 607,261 417243 146
Cyprus ] 143 130423 831,561 154
Czech Republic T 43 1,635,456 10,556,334 15.5
Danmark. 5 52 te0az 5,723,010 168
Estonila 0 0.0 256 1,315,768 162
Finland 3 24 BS5101 5,495,301 163
France B 6.7 12,293,404 66,559,768 184
FYR of Macadonia 0 0.0 114 2072240 166
Georgla 4 53 TE0,455 4453230 170
Genmany-KFH* 43 38 10,564, 547 82,348,668 133
Garmany-CERTAIN® 0 09 10,964 847 82,348,658 133
Greacs 4 26 1,555,716 10,775,571 124
Hungary g ] 1,423,656 9,614,023 128
lcaland ] 0.0 B6.57E 348 195
I and iz 149 1,005,479 4,755,336 212
Fany* % an 8232222 50,627 407 138
Lithuanla i 24 42253 2,863,229 a7
Maita 1 155 4,455 435,356 142
Horway ] 23 835655 5234518 179
w 4.8 1,451,624 10,325,451 141
Fapublic of Serbla 48 1,016,587 7,058,325 124
Romanka iz 38 3,061,009 18,702 332 152
Rusala m 36 2,534,458 142,366,358 151
Showakla 2 24 B36, 136 543074 134
Showenla 3 k-] 307452 2,065,042 148
Spain 50 T. 7.r5.202 46,434,065 154
Swalsn 15 BB 1,733,070 9,923,085 175
Swiizeriand g 7 1,254,991 8.412,850 148
the Metherlands 16 g4 2,790,770 16,539,523 166
Turkey* B2 33 15,905,001 78,277 963 3B
Ukraine 25 40 6,035,536 42,414,805 134
Uit KInpdoam 104 ES 11,67,832 55,628,052 178
Totar Ew 55 BTAZGET 544399535 161

® i JO0E, 110 patierdy under the age of 21 ysan wens armplemied in U traneziant canerem |n Garrrany. 0 Esy, (pre-smisties| trareplaneaticn patiens are not

reciudes; thars rumhan as 30 wrcdewrtimatiae of trus indsance. The incidenes In Torkey B awtion of tha tus Tharwdoes. Garmuany, faly, ane




Treatment modality at start of RRT in 2016

Treaiment modalty at day 1, among patients < 15 years of age starting RRT In 2016.
Patients from Gemnany, Raly, and Turkey are excluted.

N Percent Pmarp
HD at start 204 414 2 35
PD at start 187 38.0 215
Pre-emptive transplantation 100 20.3 1.15
Linknown 1 0.2 0.01

eGEFR at start of RET

Estimated GFR based on age, haight and senum creatinine ievels, calculabed accomiing to the new bedslte Soiwartz Tonmala, among
Incigent patents, age <15 years in 2015,

M Perzemt
eGFR<E ml mim™? per 1.73 2 a1 36.3
eGFR 8 15 ml min per 1.73 m? 111 48.8
31 13.8

=EFRE=1S mil min! per 1.73 m&




Table 3: PRD dizrmbution at start of RET in 2016

Cause of renal falure, among patients < 15 years of age, starting RRT In 2016 accordng to new and did PRD codng.

N Percent Pmarp

Mew Oid Mew C¥d Mew Oid
CAKUT 178 146 4 287 205 1.87
Glomerulonephiritis 23 &3 199 169 1.12 D85
Cystic kidney disease 50 55 10.1  11.2 D57 0.83
Hereditary nephropathy - a7 - 7.5 - 0.42
Metabolic and tubulcinterstitial disocrders 29 7 47 1.4 026 0.08
Toxicdfischemic renal failure 11 53 29 iz 013 0.07
HUS 24 24 4.9 4.8 027 027
Wascular 2 T 1.8 14 010 0.08
Miscellanecus ao 23 18.1 168 1.02 0.85
Unknown o 44 1.0 8.8 0.10 0.50




Data analyses

Prevalent Patients (2016)

Table 5: Prevalent Patients (continued) |

Prevalent paediatnc patents on rendl repiacement therapy on the 31= of Decamber 2016. Prevaient counts
and prevalence per milln age related popuiEhion, by genger and reatment modality.
Gender Treatment Modality
Country Males Female HD PD Transplantation
0-14 years 0-14 0-14 years 0-14 years 0-14 years
Dmarg pmarg pmanp pmarg PMarg

£lbanila aT 162 28 oa 38
Ausiria .3 3.4 4.5 32 3T
Balans 23 157 25 34 7.7
Bosnila and Herzegovina 241 1.3 j ] oa 85
Bulgaria 1356 6.2 20 24 aa
Croatia ) 474 16 3 181
Cyprus = B55 72 =3 7
‘Czech Republic LS 21.3 =R 43 196
Denmark. /37 2939 21 42 3332
Estonia 18.3 123 oo o0a 18.6
Finland = B1.7 11 45 TiB
Franca 449 3.3 ES ar 27T
FYR of Macadonka 169 120 S8 Sa 239
Gaorgla 25 167 53 0.5 i3
Garmany-FH* 144 LR 46 a5 -
‘Germany-CERTAIN 21 128 - - s
Greacs 425 238 &0 15 135
Hungary 473 A3 28 43 3E
lealand 81 oo oo o0a 450
Irsland &8Bs ET.A Ta 1039 586
ftafy* 344 4.5 46 75 -
LiEhuanla 185 24.3 oo a5 1.6
Malta 304 321 oo oa EjEH
Horway 87 482 oo 21 45
Porbugal sTa * 424 14 a5 3
Republic of Serbla 287 0.2 Ta 34 187
Roameania 165 155 0.1 45 1.3
Russla 243 164 =D 2a 6.5
Shovakla 187 197 T2 72 43
Showanila kTl 263 BE E5 162
paiin N 362 20 44 2
Swadcn E7.1 474 23 g1 472
Switzeriand* 419 ML 24 T2 287
the Metheriands a3 36.0 32 21 401
Turkey™ 16.3 151 24 g3 6.3
Ukralne 137 126 38 28 6.5
Liniftesd FIngpdom 1 411 TS 72 408
Total* 411 * 275 5.4 &1 225

* in A6, 110 patiern wrcler the age of 21 ysars sare campiamsed In 10 tamagies centrea In GermaTy In Ry, [pre-smpties)] tenepancation patheTa are not inchades;
thas ruTben are an enderetimoac on of trus prewnience. The prevalence In Turkey & ar erdersnimatior of the trus previence. I Switzeriand, neat ol Grtien prowided

riferead sommens renuting It o underertiatior of tha teus prevalercs. Tharsfore, Camrars, S Tursy, and Seften end wers sodusied Fer She svensdl preeslance.




Parcent survival

Figure 1: Five-year survival

Incident RET patlients under he age of 15 Sarng RRT fom 2000 oraands. Folkos-up 51 3158 of December A016.
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Table 7: Causes of Death

Causes of death accordng to the ERA-EDTA codng llst. Incident RRT patients under e age of 15
starting FRRT from 2007 onwards are Incuded. Follow-up tl 31= of Decamber 2016

Cause of death Mumber of deaths Percent
Myocardial ischemia and infarction 2 0.5
Cardiac failure 3 .9
Cardiac arrest'sudden death other cause 35 10.3
Cerebro-vascular accident 23 6.5
Infection il 2.3
Suiciderefusal or cessation of treatment 5 1.4
Treatment withdrawn & 1.7
Malignant disease L ER
Cher identified cause of death B0 17.1

Cause of death uncertainnot determined 105 30.0




Preliminary Benchmarking Report

Funnei-pioks aliow U= to aojectively compare the perfiommace of individusal countries. For each clinical indicator, oounkry estimabes: (-
axis) are plothed agmingt the number of patients [x-sxis] The mntrol limits form & ‘funnel sround the Europesn sverazen and reflect
the predision of the estimate based on the numiber of patients in each country. Counkries Bhat fall outside these Emits are doing efther
betier or worse compared o the Europesn averaze. Nevertheless, in uniries with a srall rumiber of patients {10, these Bmits may
be impredise The piots are based on patient measurements colleched sinoe 2007 for patients aged 0-14 yesrs. Al ouniry estimates are
adjusted for the =ffect of age. Details on the methods used can be found i the appendin.

Dados fornecidos em Novembro de 2018 pelo
ESPN registry

Comparacao de Portugal com a média de todos os 36 paises
europeus que contribuem para o registo da ESPN




Benchmarking Report

Age-adjusted average Hb

Age-adjusted average Hb in dialysis patients

Mumber of patissts

Ape-adjusted average Hb in transplant patients
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Benchmarking Report
Age-adjusted proportion of anemia

Preliminary Benchmarking Report

age-adjusted proportion of anemia [Hb < 10 g/1] in dialysis patients
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Benchmarking Report

Age-adjusted proportion of patients with hypertension ( systolic or
diastolic blood pressure Z-score>1,64)

Preliminary Benchmarking Report

Ape-adjusted proporton of dislysis patients with hypartansion [systolic or diastolic pressure Z-soone = 1 64
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Benchmarking Report

Age-adjusted patients treated with antinypertensives
Freliminary Benchmarking Report
Aps-adjusted proportion of dialysis patients treated with antihypertensives
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Benchmarking Report

Age-adjusted average height Z-score

Age-adjusted average height Z-score for dialysis patients
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Benchmarking Report

Age-adjusted proportion of patients wieh a
height Z-score below -2

Age-adjusted proportion of dialysis patients with a height Z-score below -2
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Benchmarking Report

Age-adjusted proportion of patients with hypercholesterolemia

Age-adjusted proportion of dialysis patients with hypercholesterolemia [>200 mg/dl]
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Benchmarking Report

Age-adjusted proportion of patients with overweight

Ape-adjusted proportion of dialysis patients with overweight [EMI*)
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ESPN nttp://espn.cardiff.ac.uk ESPN/ERA-EDTA Registry http://iwww.espn-reg.org

PublicacOes da ESPN/ERA-EDTA
(coautoria nefrologistas pediatricos portugueses 2010-14)

Determinants of eGFR at start of renal replacement therapy in paediatric patients.. Tizard EJ, Jager
KJ, Schaefer F, Vondrak K, Groothoff JW, Podrackd L, Holmberg C, Jankauskiené A, Lewis MA, van
Damme-Lombaerts R, Mota C, Niaudet P, Novljan G, Peco-Antic A, Sahpazova E, Toots U, Verrina E.
. Nephrol Dial Transplant. 2010 Oct;25(10):3325-32.

Underweight, overweight and obesity in paediatric dialysis and renal transplant patients.. Bonthuis
M, van Stralen KJ, Verrina E, Groothoff JW, Alonso Melgar A, Edefonti A, Fischbach M, Mendes P,
Molchanova EA, Paripovi¢ D, Peco-Antic A, Printza N, Rees L, Rubik J, Stefanidis CJ, Sinha MD,
Zagozdzon I, Jager KJ, Schae-fer F; NDT 2013; 0:1-10

Chesnaye N, Bonthuis M, Schaefer F, Groothoff JW, Verrina E, Heaf JG, Jankauskiene
A, Lukosiene V, Molchanova EA, Mota C, Peco-Anti¢ A, Ratsch IM, Bjerre A, Roussinov DL, Sukalo A,
Topaloglu R, Van Hoeck K, Zagozdzon |, Jager KJ, Van Stralen KJ; on behalf of theESPN/ERA—EDTA
registry. Pediatr Nephrol. 2014 Jul 21.

Adult _height in patients with advanced CKD requiring renal replacement therapy during
childhood..Harambat J, Bonthuis M, van Stralen KJ, Ariceta G, Battelino N, Bjerre A, Jahnukainen T,
Leroy V, Reusz G, Sandes AR, Sinha MD, Groothoff JW, Combe C, Jager KJ, Verrina E, Schaefer F;
ESPN/ERA-EDTA Registry. Clin J Am Soc Nephrol. 2014 Jan;9(1):92-9.
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PublicacOes da ESPN/ERA-EDTA
(coautoria de nefrologistas portugueses 2015-2018)

*Mineral metabolism in European children living with a renal transplant. a European society for
paediatric nephrology/european renal association-European dialysis and transplant association
registry study.

*Bonthuis M, Busutti ML, van Stralen KJ?, Jager KJ, Baiko S, Bakkaloglu S, Battelino N1, Gaydarova M3
Gianoglio B%, Parvex P!, Gomes C., Heaf JG., Podracka L!, Kuzmanovska D!, Molchanova MS!, Pankratenko TE,
Papachristou F1, Reusz G, Sanahuja MJ., Shroff R, Groothoff JW, Schaefer F1, Verrina E. Clin J Am Soc Nephrol.
2015 May 7;10(5):767-75. doi: 10.2215/CIN.06200614.

*Considerable variations in growth hormone policy and prescription in paediatric end-stage
renal disease across European countries-areport from the ESPN/ERA-EDTA registry.

*van Huis M, Bonthuis M?, Sahpazova E3, Mencarelli F?, Spasojevi¢ B>, Reusz G® Caldas-Afonso A7, Bjerre A8,
Baiko S°, Vondrak K19, Molchanova EAL, Kolvek G2, Zaikova N3, B6hm M4 Ariceta G*°, Jager KJ?, Schaefer F16,
van Stralen KJ?, Groothoff JW*. Nephrol Dial Transplant. 2015 Apr 28. pii: gfv105.

sInfants requiring maintenance dialysis: outcomes hemodialysis and peritoneal dialysis. Vidal E,
van Stralen KJ, Chesnaye NC, Bonthuis M, Holmberg C, Zurowska A, Trivelli A, Eduardo Esteves Da Silva J,
Herthelius M, Adams B, Bjerre A, Jankauskiene A, Miteva P, Emirova K, Bayazit AK, Mache JC, Sanchez-Moreno A,
Harambat J, Groothoff JW, Jager KJ, van Stralen KJ, Bonthuis M, Groothoff JW, Harambat J Schaefer F, Verrina E.
Am J Kidney Dis. 2017 May;69(5):617-625.

*Mortality risk disparities in children receiving renal replacement therapy for the treatment of
end-stage renal disease across Europe. An ESPN/ERA-EDTA Registry analysis. Chesnaye NC,
Schaefer F, Bonthuis M, Holman R, Baiko S, Baskin E, Bjerre A, Cloarec S, Cornelissen EAM, Espinosa L, Heaf JG,
Stone R, Shtiza D, Zagozdzon I, Harambat J, Jager KJ, Groothoff JW, van Stralen KJ. Lancet.2017May; 389(10084)
:2128-2137.
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