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On behalf of the Spanish Pediatric Non-End-Stage Chronic
Kidney Disease Registry (REPIR II), we completely agree with
Torra et al. [1], who highlight the important role of national and
international registries to report inherited kidney diseases
(IKDs) as a separate category.

Genetic forms of kidney disease are prevalent in paediat-
ric populations. They are reported as 10-19% of causes of
chronic kidney disease (CKD) and up to 22% of end-stage re-
nal disease (ESRD) in children [2]. Diagnosis is also increasing
in adults due to easy accessibility of genetic diagnostic tech-
nologies [3].

Paediatric CKD registries in children provide variable but
very relevant epidemiological data. They are a clinical tool for
early detection of the disease and identification of reversible or
preventable causes and allow appropriate intervention for risk
factors in order to improve prognosis and slow the progression
of renal disease, including IKDs [4]. Despite the importance of
early diagnosis in the progression of the disease, information
on the epidemiology of the early stages of CKD is even more
limited because the disease is usually asymptomatic and there-
fore underdiagnosed and unreported [5].

REPIR II is an Internet-based data collection system that
annually records, since 2007, demographic, clinical, laboratory
and treatment data of patients <18years of age with CKD
Stages 2-5 living in Spain [6]. Currently it collects data for >2100
children. According to the REPIR II, the annual incidence and
prevalence of CKD Stages 2-5 in Spain are ~10 and ~100 per mil-
lion of the age-related population.

In 2019, our registry adopted the ERA-EDTA coding system
for Primary Renal Disease (PRD) thanks to the related web-based
search tool (https://www.era-edta-reg.org/prd.jsp) [7] after
translation and adaptation into Spanish [8]. The use of a coding

PRD adjusted to international standards enhances quality and
interoperability between registries.

REPIR II reports epidemiological data during the national an-
nual scientific congress and eventually at the European con-
gress [9]. Our report usually groups IKD as a specific entity (VI
Group, Familial/Hereditary Nephropathies of the ERA-EDTA
coding system) accounting for 14% of all registered children
(Figure 1). Nevertheless, other genetic PRDs might be included
in categories such as Group II: Tubulointerstitial diseases (mul-
ticystic dysplastic kidneys associated HNF1B gene mutation) or
in Group I: Glomerular diseases (Finnish-type nephrotic syn-
drome with an NPHS1 gene mutation).

Fortunately, this useful coding tool provides additional
information for required diagnostic criteria such as clinical,
biochemical, histology, imaging or gene testing. In the same
way that the coding system includes the term ‘histologically
proven’ and ‘no histology’ even for some PRDs, which should
not reasonably be used without histological evidence, the term
‘genetically proven’ and ‘no gene test’ might be considered for
some diseases such as congenital anomalies of kidney and uri-
nary tract, cystic diseases or tubulopathies as a beginning of a
path that integrates the burden of IKD in the epidemiology of
CKD.
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FIGURE 1: Primary renal disease.
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