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Malalties hereditaries amb afectacio de la MBG

Malalties hereditaries per trastorns metabolics amb afectacio6 renal

Malalties hereditaries quistiques del ronyo

Adaptat de Nefrologia Clinica. 3° Edicid. L.Hernando Avedafio. Editorial Médica panamericana.2009.



Moderador
Notas de la presentación
Quan ens centrem amb les malalties renals hereditàries , encara que la llista pot semblar llarga en la pràctica quan parlem de necessitat de TSR en malalties hereditàries ho fem sinòmin a la PQR, ja que aquesta és la més freqüent dins la població.
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RRT prevalence 2006-2010: ADPKD patients
adjursted for age and gender distrbuiion EUZT popwlabion
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™~ C ¢ [— FIGURE 3: Trends in prevalence of ADPED patients on BERT as
percentage of the total population on renal replacement therapy. AT,
FIGURE 1: Prevalence of renal replacement therapy (RRT) for Austria; BE, Belgium; DK, Denmark; ES, Spain; F1, Finland; FR,
patients with ADPKD. Data are the average of the period 2006 France; GR, Greece; IT, Italy, Calabria; NL, the Netherlands; RO,
through 2010, expressed per million population (pmp), and adjusted Romania; SE, Sweden; UK, United Kingdom. *Coverage increasing
for age and sex distribution of the 2005 EU27 population. over time, see for details Supplementary data Table 1. "All countries

with complete follow-up coverage.

Renal replacement therapy for autosomal dominant polycystic kidney disease (ADPKD) in Europe: prevalence and survival--an analysis of data from the ERA-EDTA Registry.
Spithoven EM, Kramer A, Meijer E, Orskov B, Wanner C, Abad JM, Aresté N, de la Torre RA, Caskey F, Couchoud C, Finne P, Heaf J, Hoitsma A, de Meester J, Pascual J,
Postorino M, Ravani P, Zurriaga O, Jager KJ, Gansevoort RT; ERA-EDTA Registry; EuroCYST Consortium; WGIKD.

Nephrol Dial Transplant. 2014 Sep;29 Suppl 4:iv15-25. doi: 10.1093/ndt/gfu017
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Taula 3. Incidéncia i prevalenca segons la malaltia renal primaria. Any 2012
Tabla 3. Incidencia y prevalencia segun la enfermedad renal primaria. Afio 2012
Table 3_incidence and prevalence according to primary renal disease, 2012
Incidéncia Prevalenga
Incidencia Prevalencia
Incidence Prevalence
Malaltia renal primaria
Enfermedad renal primaria n pmp n pmp
Primary Renal Disease
Glomerular Glomerular Glomerular 104 13,7 1.955 2582
Poliquistosi Poliquistosis Polycystic 60 7.9 963 1272
Intersticial Intersticial Interstitial 63 8,3 1.135 149,9
Vascular Vascular Vascular 128 16,9 1.116 147 4
Diabetis Diabetes Diabetes 204 26,9 1.233 162,9
Altres Otras Others 75 9.9 799 105,5
Desconeguda Desconocida Unknown 247 32,6 1.885 249,0
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Jenen alguna
peculiaritats els

pacients amb
poliguistesi renal guan
estan en dialisi
peritoneal ?

I

l

Es una bona opcio
la DP per aquests
pacients ?



Moderador
Notas de la presentación
Intentarem donar raons per trencar  una de les imatges que és té que la DP en els pacients amb PQR va pitjor que lla HD, de manera que, sovint, aquests pacient ja no tenen l’opció de plantejar-se la DP perquè els nefròlegs tenen la idea de que va pitjor. 

Les grans masses renals comprometen, limiten la superficie peritoneal efectiva, augmenten la PIA i això és pot associar a una paràmetres d’adecuació pitjor, tenen més problemes de tipus mecànic i a més a més amb la idea que les complicacions dels quists poden afavorir peritonitis….


There is a general perception that patients with
polycystic kidney disease on peritoneal dialysis have poor
long-term technique survival...

Kidney Int. 2008 Oct;74(7):946-51. doi: 10.1038/ki.2008.352. Epub 2008 Jul 23.
Long term outcome of patients with autosomal dominant polycystic kidney diseases receiving peritoneal dialysis.
Kumar S', Fan SL, Raftery MJ, Yagoob MM.



Moderador
Notas de la presentación
Però per una altra banda sabem que aquest tipus de població és mensy comorbida i per tant…l’opció del TXR és més òbvia i a més  a més tots sabem les ventatges de la DP first

http://www.ncbi.nlm.nih.gov/pubmed/?term=kidney+int+74:+946-951
http://www.ncbi.nlm.nih.gov/pubmed?term=Kumar S[Author]&cauthor=true&cauthor_uid=18650794
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http://www.ncbi.nlm.nih.gov/pubmed?term=Raftery MJ[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Yaqoob MM[Author]&cauthor=true&cauthor_uid=18650794
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Moderador
Notas de la presentación
Però per una altra banda sabem que aquest tipus de població és mensy comorbida i per tant…l’opció del TXR és més òbvia i a més  a més tots sabem les ventatges de la DP first


COMPLICACIONS DE LA PARET
ABDOMINAL

Causa:
iIncrement de la pressioé intraabdominal

Anomalies primaries del colagen ¢?

Son gaire més frequents en els pacients que fan DP ?
45% <—>65%

Podem evitar-les ?

Suposa una causa important de fracas de la tecnica ?
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Risk factors for abdominal wall complications in peritoneal dialysis patients.

Del Peso G, Bajo MA, Costero O, Hevia C, Gil F, Diaz C, Aguilera A, Selgas R.
Perit Dial Int. 2003 May-Jun;23(3):249-54

En 5 anys, pacients consecutius, mateixa unitat
Mateix metode d’insercio del cateter: puncié
Mateix tipus de cateter

Temps d’espera per iniciar DP 3-4 setmanes

142 pacients (HERNIES)
22 hernies umbilicals
10 incisionals
4 inguinals
3 pericateter

142 pacients (FUGUES)
17 fugues pericateter
4 inguinals
3 desconegut
53% meés d’un episodi
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Moderador
Notas de la presentación
Moltes assimptomàtiques

http://www.ncbi.nlm.nih.gov/pubmed/12938825
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Risk factors for abdominal wall complications in peritoneal dialysis patients.

Del Peso G, Bajo MA, Costero O, Hevia C, Gil F, Diaz C, Aguilera A, Selgas R.
Perit Dial Int. 2003 May-Jun;23(3):249-54

TABLE 1
Comparative Characteristics of Peritoneal Dialysis (PD) Patients With and Without Abdominal Wall Complications
With abdominal Without abdominal
wall complication wall complication p Value
Patients (n) 53 89
Age (years) 56.8+13.3 52.8+154 NS
Male/Female 20/24 43/46 NS
j ic 13 | NS
I Polycystic kidney disease 11 T <0.05 I
ation of follow-up (months) 300+ 00 0.0 a0
Type of PD
CAPD 28 44
APD 1 7
Both 24 38
Height (cm) 162.6x9 162.7+8
T (L3 b [iE SSEP LI
Body mass index (kg/m?) 26.6£5.4 24 5+3.8
BSA (m?) 1.77+0.2 1.69+1.6
arge II'volume (mL) AL EA S AR VA
Largest fill volume (adjusted for BSA) (mL/m?) 2255+264 2277+232

NS = not significant; CAPD = continuous ambulatory PD; APD = automated PD; BSA = body surface area.
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Moderador
Notas de la presentación
En aquest estudi, ja antic es va analitzar aquest fet.
Quines característies tenien aquest pacients ?
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Peritoneal dialysis as the first-line renal replacement therapy in patients with autosomal
dominant polycystic kidney disease.

Li L, Szeto CC, Kwan BC, Chow KM, Leung CB, Kam-Tao Li P

Am J Kidney Dis. 2011 Jun;57(6):903-7. doi: 10.1053/j.ajkd.2011.01.019. Epub 2011 Apr 2.

Table 4. Position of Abdominal YWall Hemnias

ADPED Group Controd Group
Inguinal hemia g <
Paraumbilical hemia B 1
Incision hemia 1 1
Total 14® i
Abbreviation: ADPKD, autosomal dominant polycystic kidney

disease.
“One patient had both an inguinal and a paraumbilical hemia.

12 BARCELOHNA
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Risk factors for abdominal wall complications in peritoneal dialysis patients.

Del Peso G, Bajo MA, Costero O, Hevia C, Gil F, Diaz C, Aguilera A, Selgas R.
Perit Dial Int. 2003 May-Jun;23(3):249-54

Ratio hernies: CAPD > APD (0.08 vs 0.01 hernies/pacient/any n.s )

Necessitat de transferencia CAPD a DPA: 49%

NS
B No leak
|0 Leak
30 pacients amb hernia
26 amb fuga | |
0 T T 1 T B — A
VOI UmS de 2 L ! ! 2000 2200 2400 2600 2800 3000
Peritoneal Exchange Volume (ml)
Figure 2 — Correlation between peritoneal leaks and
exchange fill volumes. NS = not significant.
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Moderador
Notas de la presentación
Moltes assimptomàtiques
Volum poc a veure
Defectes intrínsecs de la paret abdominal
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Risk factors for abdominal wall complications in peritoneal dialysis patients.
Del Peso G, Bajo MA, Costero O, Hevia C, Gil F, Diaz C, Aguilera A, Selgas R.
Perit Dial Int. 2003 May-Jun;23(3):249-54

TABLE 2
Risk Factors for Hernia Development
Relative risk 95% Confidence interval p Value
Age 1.00 (0.97-1.03) 0.73
Sex 1.20 (0.60-2.71) 0.51
Duration of follow-up 1.00 (0.99-1.01) 0.589
CAPD vs APD 1.03 (0.80-1.33) 0.80
Diabetes mellitus 0.98 (0.40-2.34) 0.96
Polycystic kidney disease 4.28 (1.54-11.8) 0.005
Body mass index 1.03 (0.95-1.11) 0.40
History of abdominal surgery 0.84 (0.39-1.77) 0.64
Largest exchange volume (adjusted for BSA) 0.99 (0.99-1.003) 0.47

CAPD = continuous ambulatory peritoneal dialysis; APD = automated peritoneal dialysis; BSA = body surface area.
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Moderador
Notas de la presentación
Anàlisi  de regressió multivariant Unic factor de risc independent
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Figure 1. CT peritoneography.

Consecutive paramedian sagittal images showing the peritoneovaginal duct,
demonstrating its patency (white arrows). Its size is normal, but its proximal portion is
slightly dilated, presenting greater contrast. There is also scrotal oedema (black star)
and a small contrasted intrascrotal collection (black asterisk). Also note the significant
contrasted intraperitoneal filling in dependent recesses of the pelvis.

Figure 2. CT peritoneography.

Standard coronal image (A} and obligue coronal image with volumetric reconstruction
(B) showing patent peritoneovaginal duct (black asterisks and white arrows) and the
lateral inguinal hernia sac at the same contrast filling (indirect inguinal hernia). In the
volumetric reconstruction, the different colour of the contrast along the duct and in
the inguinal hernia sac is due to the different contrast concentration achieved (higher
density in the proximal portion of the duct, a reddish-brown colour and lower-density
in the distal portion and inside the greenish hernia sac). Note also the significant
associated soft tissue oedema (black star).

Nefrologia. 2013;33(2):275-7. doi: 10.3265/Nefrologia.pre2012.Jul.11646.
Genital leakage associated with patent peritoneovaginal duct and polycystic kidney and liver disease in patients on peritoneal dialysis.
Torregrosa-de Juan E, Royo-Maicas P, Fernandez-Najera E, Olagiie-Diaz P, Garcia-Maset R, Molina R, Pallardo Y, Sanchez-Canel J, Garcia-Pérez H.
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Moderador
Notas de la presentación
En els pacients amb PQR és molt més freqüent la presència d’un conducte peritoneo vaginal permeable: pensar sempre en aquest possibilitat davant la presència d’edema de la zona genital en els pacient amb PR adults
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v Exploracio fisica exhaustiva abans d’ iniciar dialisi
peritoneal
v' Moltes sén assimptomatiques

v Reparacio simultania amb la col.locaci6 del catéter

v' Quan apareixen...
v’ cal ser agressiu i no demorar la seva reparaci6
v Importancia de la insercio del catéter
v' (fugues pericateter ++ i hérnies)
v" Cal ser curds amb la tecnica d’insercié
v’ Assegurar la correcta posicio del cuff intern a nivell
del recte anterior/aponeurosis
v (aconsellable 2 cuff)

v" Per evitar incrementar PIP> DPA precog ? s ersona

ospital Universitar



Peritonitis...
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Intraperitoneal pressure in PD patients
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Fig. 2. Kaplan-Meier estimation of survival free of peritonitis
when IPP day was < or =13 cm H,0 (A) and when IPP night < or
=14cm H:0 (B). Survival free of peritonitis was better in patients
with IPP day =13cm H-O (P=0.07) and IPP night <14cm H,O
(P =0.03). See text for details.

Pergue n’hi hauria d’haver mes ?

**Flora de la pell
v fugues
v' hérnies

*Enterobacteries

v’ diverticles

v’ traslocacio bacteriana
per PIP >14 cm H,0

Intraperitoneal pressure in PD patients: relationship to intraperitoneal
volume, body size and PD-relatedcomplications.

Dejardin A?, Robert A, Goffin

E. Nephrol Dial Transplant. 2007 May;22(5):1437-44. Epub 2007 Feb 17
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Peritonitis...

peritoneal dialysis.

Perit Dial Int. 2004 Jan-Feb;24(1):79-81.
A comparison of peritonitis in polycystic and non-polycystic patients on

Pandya BK!, Friede T, Williams JD

TABLE 1

Episodes per Person-Year (with 95% Confidence Intervals)

Non-polycystic kidneys

Polycystic kidneys

(0.19,0.38) (0.32,0.65) (0.24, 0.46)

Age (years) <60 61-70 =70 <60 61-70 =70
Patients (r) 273 98 134 10 8 12
Total episodes/person-year 0.45 0.76 0.73 0.40 0.64 0.74
(0.35,0.59) (0.56,1.03) (0.58,0.92) (0.16,0.98) (0.27,1.55) (0.36,1.51)
Gram-negative episodes/person-year 0.27 0.46 0.33 0.07 0.21 0.44

(0.02,0.30) (0.10,0.46) (0.17,1.14)
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Peritonitis...

receiving peritoneal dialysis.
Kumar S!, Fan SL, Raftery MJ, Yagoob MM.

Kidney Int. 2008 Oct;74(7):946-51. doi: 10.1038/ki.2008.352. Epub 2008 Jul 23.
Long term outcome of patients with autosomal dominant polycystic kidney diseases

Control

% without event”

20 1

Follow-up years

|Figure 4| Kaplan-Meier estimates of event (first peritonitis
episode®) free survival in PKD patients and controls.

Control

% without event®

Follow-up years

Figure 5 |Kaplan-Meier estimates of event (second peritonitis
episode*) free survival in PKD patients and controls.
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Peritonitis...

Peritoneal dialysis as the first-line renal replacement therapy in patients with autosomal dominant polycystic kidney disease.
Li L', Szeto CC, Kwan BC, Chow KM, Leung CB, Kam-Tao Li P
Am J Kidney Dis. 2011 Jun;57(6):903-7. doi: 10.1053/j.ajkd.2011.01.019. E

Table 3. Microbiological Causes of Pentonitis Episodes
ADPED Group  Control Group
{n=42) {n =84}
Mo, of patients with pentonitis 22 (52.4) 47 (56.0)
Total no. of episodes a2 152
Gram-negative arganisms 2 “ Germens diferents ?:
Pspudomanas specias 12 14 .
Escherichia coli 5 13 - N - -
Kebsiella species 3 2 NO diferencies entre POR I no PQR
Acinetohacter species 0 2
Othars 4 10
Gram-positive organisms ar 67
CHNSS o 21
Straptococcus spacies 15 19
Staphylococcus aureus 9 17
Entarococcus species 2 5
Cthars 2 5
Mycobactarium tuberculosis 2 2
Polymicrobial 12 16
Fungus 0 2
Culiure negative 7 24
Note: There was no significant difference in the distribution of
causative organisms betwaean groups.
Abbreviations: ADPKD, autosomal dominant polycystic kidney
disease; CNSS5, coagulase negative Staphyiococcal species.
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Peritonitis...

Kidney Int. 2008 Oct;74(7):946-51. doi: 10.1038/ki.2008.352. Epub 2008 Jul 23.

Long term outcome of patients with autosomal dominant polycystic kidney diseases
receiving peritoneal dialysis.

Kumar S*, Fan SL, Raftery MJ, Yagoob MM.

\ Y

Table 5| Peritonitis during PD therapy in 56 PKD and 56
control patients
PKD Control P
Peritonitis rate 1 episode 1 episode NS
per 26 months  per 31 months
Episodes requiring catheter 14 (25%) 12 (21%) NS
removal—no. of episodes (%)
Organisms—no. of episodes (%) 2 2 .
No diferencies entre el grup
Gram positive—no. (%) 21 (39%) 32 (58%) 2
Staphylococcus aureus 3 9 de PQR I NO PQR
Staphylococcus epidermidis 15 18
Streptococcus species 2 1
Enterococci 1 4
Gram negative—no. (%) 12 (22%) 12 (22%)
Klebsiella 1 2
Escherichia Coli 5 2
Other 6 8
Fungi—no. (%) 3 (5%) 0
No growth—na. (%) 18 (34%) 11 (20%)
95% Cl, 95% confidence interval; NS, not significant; PKD, polycystic kidney disease.
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Peritonitis...

Germens diferents ?:
diferencies entre POR 1 no POR

Risk factors for abdominal wall complications in peritoneal dialysis patients.
Del Peso G, Bajo MA, Costero O, Hevia C, Gil F, Diaz C, Aguilera A, Selgas R.
Perit Dial Int. 2003 May-Jun;23(3):249-54

I 0 ] O

Peritonitis 0.55 0.56 0.78

Peritonitis per 12.8% 11.6% 0.9
enterobacteries

Infeccié de quist
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Peritonitis...

receiving peritoneal dialysis.

Kidney Int. 2008 Oct;74(7):946-51. doi: 10.1038/ki.2008.352. Epub 2008 Jul 23.
Long term outcome of patients with autosomal dominant polycystic kidney diseases

Kumar S!, Fan SL, Raftery MJ, Yagoob MM.

\ Y

Table 5| Peritonitis during PD therapy in 56 PKD and 56
control patients

PKD Control P

Peritonitis rate 1 episode 1 episode

Episodes requiring catheter 14 (25%) 12 (21%) NS

removal—no. of episodes (%)

Organisms—no. of episodes (%)

Gram positive—no. (%) 21 (39%) 32 (58%)
Staphylococcus aureus 3 9
Staphylococcus epidermidis 15 18
Streptococcus species 2 1
Enterococci 1 4

Gram negative—no. (%) 12 (22%) 12 (22%)
Klebsiella 1 2
Escherichia Coli 5 2
Other 6 8

Fungi—no. (%) 3 (5%) 0

No growth—na. (%) 18 (34%) 11 (20%)

95% Cl, 95% confidence interval; NS, not significant; PKD, polycystic kidney disease.

NS
per 26 months  per 31 months —

No diferencies en la retirada

de cateter per peritonitis
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Table 2 |Baseline dialysis adequacy and membrane function

of PKD and control patients®

PKD Controls
(n=53)° (n=56) [

Kt/V 23105 2.1+04 NS
Endogenous weekly creatinine 2841229 26.7+255 NS
clearance (I per week x 1.73 m")
Dialysis weekly creatinine clearance  43.1+10.9 460119 NS
(I per week x 1.73m?)
Ultrafiltration (ml) 1045 =676 1197 £ 583 NS
Residual urine output (ml per 24h) 7293 +675.1 654.5+583.7 NS
Transporter status

High average and high 26 (48%) 23 (40%) NS

Low average and low 30 (52%) 33 (60%) NS
D:P creatinine (4 h) 0.64+0.12 0.61£0.21 NS
Dialysate

Infusion time (min)* 102122 106+19 NS

Drain time (min)° 15+3 1615 NS
Residual dialysate volume (ml) 197 £ 135 176+ 119 NS
On APD 11 (18.5%) 10 (17.8%) NS

Kidney Int. 2008 Oct;74(7):946-51. doi: 10.1038/ki.2008.352. Epub 2008 Jul 23.

Long term outcome of patients with autosomal dominant polycystic kidney diseases
receiving peritoneal dialysis.
Kumar St, Fan SL, Raftery MJ, Yagoob MM.
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PERITONEAL DIALYSIS CAN BE AN OPTION FOR DOMINANT POLYCYSTIC KIDNEY DISEASE: AN OBSERVATIONAL STUDY.

Janeiro D, Portoles J, Maria Tato A, Lopez-Sanchez P, Del Peso G, Rivera M, Castellano I, Fernandez-Reyes MJ, Perez-Gomez
V, Ortega M, Martinez-Miguel P, Felipe C, Caparros G, Ortiz A, Selgas R.

Perit Dial Int. 2014 Oct 7. pii: pdi.2014.00029

TABLE 2
Baseline Climical Indicators®
Total No ADPKD ADPKD pvalue

N 318 212 106
SBP (mmHg) 133.89 (19.65) 136.46 (20.38) 128.62 (16.97) <0.001
DBP (mmHg) 80.26 (12.26) 80.23 (12.51) 80.31(11.78) 0.9
BP controlled (%) 50.2 49.3 52
High SBP (%) 20.3 23 14.7 0.21
BP uncontrolled (%) 29.6 27.8 33.3
Hb (a/dl) 12.18 (1.50) 11.96 (1.49) 12.63 (1.44) 0.001
Hb>11g/dl (%) 80.3 75.8 89.2 0.005

- i e il ol
Weekly Kt / Vurea basal 2.58 (0.76) 2.52 (0.80) 2.68 (0.65) 0.10
RRF basal (mL/min) 7.4 (4.1) 7.1 (4.4) 7.9 (3.4) 0.10
Total CrCL basal (L/week) 103.0 (128.1) 105.6 (155.5) 97.8 (33.5) 0.64
RRF at 6 months (ml/min) 6.3 (4.3) 6.3 (4.7) 6.3 (3.5) 0.9
Weekly Kt / Vurea at 6 months 2.48 (0.66) 2.51(0.7) 2.42 (0.59) 0.37
Total CrClat 6 months (L/week) 88.7 (32.54) 00.48 (34.04) 85.51 (29.57) 0.28
Weekly Kt/V / =1.8 at 6 months (%) 87 84.3 92.4 0.06

uaauy T ) iyl e e e ——

Hospitalization rate (episodes/year) 0.69 0.72 0.63 0.22

ADPKD=autosomal dominant polycystic kidney disease; SBP=systolic BP; DBP=diastolic BP; Hb=hemoglobin; D/P Cr4h=dialysate/
plasma creatinine ratio at 4hin the standard peritoneal equilibrium test; RRF=residualrenal function; Crll=creatinine clearance.
* Data shown as mean (standard deviation) or percentage. BP controlled =135/85; BP uncontrolled =135/85. High SBP =135 mmHg.
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PQOR 1 adequacio de dialisi:“check-list™

v No hi ha cap diferéencia amb la resta de causes

d” insuficiencia renal

Ficha del paciente

Proceso asistencial Indicadores Clinicos DP ‘ Dosis Dialisis | PET | Historial paciente

Situacién Clinica }
s Periodo de consulta: [J01:2013 ~| - [01M1/2014 ~| Otimos [ | resuitados T~ Todos
Medicacién Programada —Dosis dialisis —PET
Lista de Espera TR Total Semanal Funcidn Renal Residual
Consulta Externa F. Resultado | KtV °C moRD-4 [IB Fecha PET [BUND/P4 [ CrO/P4 | DDNP4
~ PRUEBAS DIAGHOSTICAS 29/04/2014
Analiicas 12/02/2014 | 1,893 | 47122 | 0575 9279 3754 | 5954 | 4488
T I e 1/02/2014 4218
27/1172013 | 1,911 | 49,161 | 1,008 | 9532 3832 | 6561 | 4975 | |
* TRS: HEMODIALISIS 191142013 4,895
& TRS: D. PERITONEAL 0S/08/2013 | 1852 | 55084 | 08989 1428 | 4047 6388 5174
Catéter Peritoneal 08/08/2013 4,851 |
Pauta DP mvinrmaan nnan
Seguimiento analitico DP Promedio| 197 [ 4661 | 1,19 [ 1214 | 341 [ 645 | 483 | Promedio | | | |
Enfermeria DF Desviacian estl 0,19 | 9,63 | 0,29 | 2,64 | 11 | 1,31 | 1 | Deswviac. est. | | | |

P TRS: TRASPLANTE RENAL
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technique survival (%)
na
[=]
|
an
L]
H
[ 5

P=0.32

| | | 1
0 2 4 6 8 10
No. at risk Follow-up years

PKD 56 30 10 7 2
Control 56 40 16 8 1

Figure 2| Transplant and death-censored technique survival
in PKD patients and controls. Data were censored at the time
of kidney transplantation, death, or 31 December 2005 for
death-censored technique survival. Ticks represent censored
observations. Logrank P =0.32 (not significant).

Kidney Int. 2008 Oct;74(7):946-51. doi: 10.1038/ki.2008.352. Epub 2008 Jul 23.
Long term outcome of patients with autosomal dominant polycystic kidney diseases receiving peritoneal dialysis.
Kumar St, Fan SL, Raftery MJ, Yaqoob MM.
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Table 3 | Outcome of 56 PKD patients and 56 control patients

PKD Control P

Death® 7 (12%) 5 (9%) NS

Transplantation 22 (39%) 21 (37%) NS

Technique failure 17 (30%) 14 (25%) NS
Peritonitis 8 9
Leak 3 1
Membrane failure 3 2
Patient choice l 2
Irreducible umbilical® hernia T 0
Bilateral nephrectomy 1 0

NS, not significant; PKD, polycystic kidney disease.
*Two patients died of aneurysmal intracerebral bleed.

Four patients required umblical hernia surgery repair; however, only one had
imeducible umbilical hemia, resulting in permanent cessation of PD.

Kidney Int. 2008 Oct;74(7):946-51. doi: 10.1038/ki.2008.352. Epub 2008 Jul 23.

Long term outcome of patients with autosomal dominant polycystic kidney diseases receiving peritoneal dialysis.

Kumar S', Fan SL, Raftery MJ, Yagoob MM.

CLINIC

BARCELOHNA

Hospital Universitar


http://www.ncbi.nlm.nih.gov/pubmed/?term=kidney+int+74:+946-951
http://www.ncbi.nlm.nih.gov/pubmed/?term=kidney+int+74:+946-951
http://www.ncbi.nlm.nih.gov/pubmed/?term=kidney+int+74:+946-951
http://www.ncbi.nlm.nih.gov/pubmed/?term=kidney+int+74:+946-951
http://www.ncbi.nlm.nih.gov/pubmed?term=Kumar S[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Kumar S[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Kumar S[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Fan SL[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Raftery MJ[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Raftery MJ[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Raftery MJ[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Yaqoob MM[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Yaqoob MM[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Yaqoob MM[Author]&cauthor=true&cauthor_uid=18650794

Fracas de técnica
17.1% vs 20.6 %

47.1 % problemes paret
En els no PQR—> 37.1% peritonitis

patient with ewvent (transfer to HD, EL]:

Mo PHDO

pwalue 025

W
1

=ED

bl
1

=
E
E
B

follow-up{year)

T
3 400 5.00

PERITONEAL DIALYSIS CAN BE AN OPTION FOR DOMINANT POLYCYSTIC KIDNEY DISEASE: AN OBSERVATIONAL STUDY.

Janeiro D, Portoles J, Maria Tato A, Lopez-Sanchez P, Del Peso G, Rivera M, Castellano |, Fernandez-Reyes MJ, Perez-Gomez
V, Ortega M, Martinez-Miguel P, Felipe C, Caparros G, Ortiz A, Selgas R.
Perit Dial Int. 2014 Oct 7. pii: pdi.2014.00029
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Figure 3 |Composite of technique and patient survival
(transplant censored)” in PKD patients and controls. Ticks

represent censored observations. Logrank P=0.15 (not
significant).

Kidney Int. 2008 Oct;74(7):946-51. doi: 10.1038/ki.2008.352. Epub 2008 Jul 23.

Long term outcome of patients with autosomal dominant polycystic kidney diseases receiving peritoneal dialysis.
Kumar S', Fan SL, Raftery MJ, Yagoob MM.
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Figure 1. Kaplan-Meier plot of patient survival. Abbreviation:
ADPKD, autosomal dominant polycystic Kidney disease.

Peritoneal dialysis as the first-line renal replacement therapy in patients with autosomal
dominant polycystic kidney disease.

Li L, Szeto CC, Kwan BC, Chow KM, Leung CB, Kam-Tao Li P

Am J Kidney Dis. 2011 Jun;57(6):903-7. doi: 10.1053/j.ajkd.2011.01.019. Epub 2011 Apr 2.
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PERITONEAL DIALYSIS CAN BE AN OPTION FOR DOMINANT POLYCYSTIC KIDNEY DISEASE: AN OBSERVATIONAL STUDY.

Janeiro D, Portoles J, Maria Tato A, Lopez-Sanchez P, Del Peso G, Rivera M, Castellano |, Fernandez-Reyes MJ, Perez-Gomez
V, Ortega M, Martinez-Miguel P, Felipe C, Caparros G, Ortiz A, Selgas R.

Perit Dial Int. 2014 Oct 7. pii: pdi.2014.00029
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FIGURE 6: Trends in causes of death in patients on renal replacement therapy for ADPKD and non-ADPKD. Adjusted for average age and
gender distribution of all patients starting RRT between 1991 and 2010. CV, cardiovascular.
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Renal replacement therapy for autosomal dominant polycystic kidney disease (ADPKD) in Europe: prevalence and survival--an analysis of data from the ERA-EDTA Registry.

Spithoven EM, Kramer A, Meijer E, Orskov B, Wanner C, Abad JM, Aresté N, de la Torre RA, Caskey F, Couchoud C, Finne P, Heaf J, Hoitsma A, de Meester J, Pascual J,
Postorino M, Ravani P, Zurriaga O, Jager KJ, Gansevoort RT; ERA-EDTA Registry; EuroCYST Consortium; WGIKD.

Nephrol Dial Transplant. 2014 Sep;29 Suppl 4:iv15-25. doi: 10.1093/ndt/gfu017
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Table 4| Factors associated with death-censored technique
failure in PKD patients on PD (Cox regression models)

Multivariate

P RR (95% CI) P

Univariate
Factors RR (95% Cl)
Albumin® (T 1g/l) 0.84 (0.74-0.90)
CRP® 1.18 (1.01-1.38)
Baseline eGFR 0.92 (0.58-1.46)
Baseline Kt/V 0.83 (0.19-3.49)
Baseline RRF 0.99 (0.96-1.02)

(| per week x 1.73m?)

D:P creatinine (4h) 1.00 (0.99-1.00)
Residual urine output 1.00 (0.99-1.00)
(ml per 24 h)

<0.05 0.86 (0.74-0.95) <0.05"
<0.05

0.72

0.80

0.73

0.65
0.46

95% Cl, 95% confidence interval; CRP, C-reactive protein; D:P creatinine (4 h),
dialysate-to-plasma ratios of creatinine at 4h; eGFR, endogenous glomerular
filtration rate; PD, peritoneal dialysis; PKD, polycystic kidney disease.; RR, relative risk.
#0n univariate analysis, serum albumin levels and serum CRP levels measured at the
beginning of PD therapy were significantly associated with death-censored

technique failure.

BOn multivariate analysis (backward conditional regression), only baseline serum
albumin was an independent risk factor of death-censored technique survival. The
lower the serum albumin levels at the start of PD therapy, the worse the outcome

with respect to technique failure.

Kidney Int. 2008 Oct;74(7):946-51. doi: 10.1038/ki.2008.352. Epub 2008 Jul 23.

Long term outcome of patients with autosomal dominant polycystic kidney diseases receiving peritoneal dialysis.

Kumar S', Fan SL, Raftery MJ, Yagoob MM.

CLINIC

BARCELOHNA

Hospital Universitar


http://www.ncbi.nlm.nih.gov/pubmed/?term=kidney+int+74:+946-951
http://www.ncbi.nlm.nih.gov/pubmed?term=Kumar S[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Fan SL[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Raftery MJ[Author]&cauthor=true&cauthor_uid=18650794
http://www.ncbi.nlm.nih.gov/pubmed?term=Yaqoob MM[Author]&cauthor=true&cauthor_uid=18650794

. \ . — » /7
upervivencia en tuncio de la
\ v

S o ) -
cCliCa...
100 All RRT HD PD RTR
:{:‘ 85+
.'_g i / \/-—‘ ﬁ
§ 851
1]
S a0 f
$
F 75 / - ADPKD
* non-ADPKD
70
"@Q RS \6: Ky <§§° 9 Nﬂ: & &
& a@“q' &S i@{;&i‘ﬁ @ o?: ,s.ﬁ"' ,,gsv‘*" ,‘@“'i@i@”ﬂf@&

FIGURE 5: Trends in 2-year patient survival in ADPKD versus non-ADPKD patients aged 60-65 years starting RRT, dialysis or receiving a
first kidney transplant. Adjusted for age at start RRT, sex and primary renal disease (diabetes, hypertension, glomerulonephritis and other).
Survival probabilities are standardized according to the following fixed values: age = 60, males = 60%, diabetes = 20%, hypertension = 17% and
glomerulonephritis = 15%). RRT, renal replacement therapy; HD, haemodialysis; PD, peritoneal dialysis; RTR, renal transplant recipients.

Renal replacement therapy for autosomal dominant polycystic kidney disease (ADPKD) in Europe: prevalence and survival--an analysis of data from the ERA-EDTA Registry.

Postorino M, Ravani P, Zurriaga O, Jager KJ, Gansevoort RT; ERA-EDTA Registry; EuroCYST Consortium; WGIKD.

Nephrol Dial Transplant. 2014 Sep;29 Suppl 4:iv15-25. doi: 10.1093/ndt/gfu017

Spithoven EM, Kramer A, Meijer E, Orskov B, Wanner C, Abad JM, Aresté N, de la Torre RA, Caskey F, Couchoud C, Finne P, Heaf J, Hoitsma A, de Meester J, Pascual J,
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PQOR i1 supervivencia de la tecnica
I/0 del pacient:“check-list”

v No hi ha cap diferéncia amb la resta de causes

d’ insuficiencia renal
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v’ La dialisi peritoneal, en els pacients amb POR
com opcio de tractament renal substitutiu renal
obté uns resultats no inferiors a I’hemodialisi

v  Els resultats de la dialisi peritoneal en els
pacients amb PQR sén equiparables als
obtinguts en els pacients amb altres causes
d’insuficiencia renal

38 e
Hospital rsitar



v’ Caldra ser especialment curés en el moment de
la insercio del cateter 1 de I’exploracio de la
paret abdominal (abans i durant)

v Només en aquells pacients amb gran megalies
contraindicarem la dialisi peritoneal (sentit comu)

v Valorar la DPA com opcié prioritaria en aquests
pacients
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Entra la= difarentes midalidades da TRS, == ha sugenidd qua la dislisis
parismes| ofara un mejor prindstico y calidad de wda & [0s pademnies
cfin POAAD qua a squellis que nid s0n portadores da asta enfamedad
oim causa de BRC™. Bin ambango, en pecientas con rinones. v
higados muy grendes, ke carencia da espaci pueda rassingr el araa
dispirible pare el intercamibio parisineal y aumentar las posibilidades

EL TRATAMIENTO RENAL SUSTITUTIVO EN LA PQRAD

Le suparvivencia da ks paciantes con PORAD en TRS es més alta
que |a de 105 pacientes no afectos de PORAD. Las complicaciones
renales pueden persistir incluso despuds de alcanzer la BAC avan-
3t 0 tarminal pero rerements dan luger & problemas sarios™=. La
anfermedad cardiovascular &5 |a principal causa da muarte™.

En cas0s de hematuria franca no controlahle, infeccitn de un quista
/i un sumento en el volumen dal rifdn == considararia I3 nafrec-
tomia. La hematuria franca persistenta 0 recidivante de un guista
debe obligar & dascarter una naoplasia renal.

Errire s o i daTHS, sah "
parizneal ofarta un mejor prondstico y calidad de vida &

la didlisis

Recomendaciones:

1. La dislisis peritoneal yla is san i de
TRE vilidas para pacientes con ERC terminal secundaria a
FIORAD C].

1 L= heparina s debe evitar durante la hemodilisis en
pacientss con hematuria franca y recurrants {C.

3 Eltrasplante renal es la forma recomendada de TR,

El trasplants de donante vive a5 una opcion valida 2
considerar [DL

4. La nefrectomia nativa electiva dabe considerarse antes

del trasplante renal cuando el tamafio del rifdn impide

oon PORAD qua a aquelits que nd son portadores da asta enfarmedad
como causa de ERC™®. Sin ambargo, en pecientas con rifones yio
higados muy grandes, & carencia da espacio pueda restingir el dre3

|z cal &n adh da del injerto. Si se realiza antes o
dela iencia de cada

B La nefrectomia de un rifién nativo también debe

disponible para el ntercambi paritineal y aumentar las
da hidrottrex y da hamizs sbdominales. En estos s dabe consi-
darerss |a hemodiliis coma mejor opciin™. Lo misma podria decirsa
jpare aqualks peciantes con diverticulitis recurenta.

El trasplante nanal en la PORAD tiane rasultados similares al resto
de pecientas no-disbéticos™. La diferencia principal reside en la
necesided da eveluar |2 existancia de anewismas intracranealas y
de dacidir 5i s& realiza nefrectdmiz de un ifidn nativi™®, para dajar
&l espack nacasarit para un frasplante ranal. No hay suficients
avidencia acerca da si Iz nefrectomia del rifitn nativo debe raa-
lizarsa pretrasplants o simultdnaz en el acto del trasplante™. La
nefractomia |aparascipica as una buena opcidn, siampre gua al
centr tenga axperiencia en aste ipt da cirugia.

Aunque & ha sugerido el uwo de 10s inhibidoras de mTOA para re-
duir &l walumen ranal tras al trasplanta renal, no existe avidencia
suficiants para recomendsr su uso como primens linas de frate-
mient en Jos pacientss con PORADS.

caso d tales como
hemoragia o infeccin persistent [0).

1. L= didlisis peritoneal y |2 hamodidlisis son modalidades de
TRE vilidas para pacientes con ERC terminal secundaria a

PORAD (C].

SRENAL ALUTOSOMICA DOMINANTE

| GUIAS CLINICAS ESPANOLAS DE POLIQUET

da hidntfirex y da hamies sbdominala:. En ests cests dabe ponsi-
darerss la hemodiSlsis comd mejor opcidn™. Lo mismd podria decirsa
pare egualks paciantes con diverticulits recurens.
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