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Health Labour Sciences Research Grant  Research project on intractable diseases ~ Establishment of management
and research system for rare and intractable diseases in the kidney area of children Principal investigator Kenji

Ishikura

2. /N IO MR IF AR B O FEC A b

diseases

Research project on
intractable diseases

In order to promts messures against
ntisctabls diesses and  ehidbood
chronk: diseases, tha research team of
s projsct has estabiished & rsssarch
system  covsring il Intractable

children

Intractable diseases in
the kidney area of
children

This research growp Is tn cooparation
with the Japansse Socisty of Pediatric

% Ustat

diseases

Conservative
management of CKD

Chrenic kidnsy disease (CKD) 1= & new
disezse cohcapt sstablished n the
20005, Iirespective of the cause of the
disgsse, 1t refers to @ condifion In
which thera fa an sbnormality n the

Kidney Diseases and the Pediatrlcs

! @ Jopancse "
Health Labour Sciences Research Grant Research project on intractable diseases - Establishmert of management
&nd research system for rare and intractable diseases in the Kidney area of children  Principal investigator  Kenii
Iahikura
u & Listal
disssses ehildren cxp disenses

Method of measuring head circumference

Head clreumferance Is measured using a tage measure from batween
the eyebrows (o the frontal bone Migher than the root of nose) around
to the most prominent part of the occlpital bone on the back of the.
hesd, Measuiement shoukd be mads to the milimetsr.

3.Symptoms

Microzaphely, heavy pioteinuria, and facls| morphalogical abnaimenties such 3 malformad &ars
occur 3t Wigh frequencies, Many gatients have concurrent psychamotar retardation or Tntractable
spllepsy In sddition fo microsephay. Dysplesia of the cersbial cortax (convalutions!
abnormalities, whits matter dysmysiization) and carabeliar hypopiasia may be found on CT/MRL
Hasuy protsinuria rasistant or flksly to ba raslstant to traatmant (urine protain/craatinin ratio =
1.0 &/gCr o1 wrine protein = 1,0 g/day) occurs, causing a large amount of proteinurta (pephrotic
syndremel by 3 months aftsr Bith &nd In typlcs] and sevare cases. Although Kidney demage s
progressive and often leads to renal fallure, the age al which end-stage s reached anges
whdlaly, from 3 to LD years oid or avan oldar. On the other hand, there ars patients with miid
Mdney damage (proteinuris) and miceocaphaly (splepsy, growth retardation) who reach
adulthaod after a relatively favorable course of disease. In miid ceses, In which nephrasis
becomes appaent from pproximately | o 3 years old, epileptic symptoms may precede. There
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