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HODNOTY KREVNIHO TLAKU U DETI A MLADISTVYCH V CR
(predbézné vysledky ceské screeningové studie krevniho tlaku u déti a dorostu)

Adéamkova Véra*!, Veleminsky Milo§', Janda Jan? Seeman Tomas?, Skibova Jelena*
*Institut klinické a experimentalni mediciny, Praha, ' Zdravotné socidlni fakulta Jihoceské
univerzity, Ceské Bud¢jovice, ? 2. 1ékarska fakulta UK Praha a FN Motol

Uvod: prevalence arterialni hypertenze u déti a dorostu se obecné a dlouhodobé udava cca
1%, v2. a 3. dekdd¢ maximdlné¢ do 3-5%. Z praxe se ale zda, Zze toto Cislo je spiSe
podhodnocené, proto jsme sami iniciovali screeningové vysetfeni krevniho tlaku u déti a
dorostu.

Sledovany soubor a metodika: v letech 2000-2002 bylo vysetiteno celkem 23 276 jedinci
ve véku 1-18 rokii (10 564 chlapctia 12 712 divek) ze 6 krajit CR (kraje Praha, Jihogesky,
ZapadocCesky, Vychodocesky, Severocesky, a Jihomoravsky).

TK byl mérfen standardni metodou dle novelizovaného doporuceni zroku 1996 kalibrovanym

rtutovym tlakomérem, vysetfujici absolvovali pfedtim podrobné Skoleni jak méfeni provadét. TK byl
meéfen vsedé, na pravé horni koncetiné, po cca 5-8 minutovém uklidnéni méfené osoby. Byla
provedena 3 méfeni ve tfech minutovych intervalech, hodnocen byl pramér ze 2. a 3.méfeni.
Vysledky byly statisticky zhodnoceny (podle Bonferroniho a x2- testem) a porovnany hodnoty TK
podle véku a pohlavi. Hodnoty TK mezi 90.-95. perc.byly interpretovany jako vysoce normalni
TK=high normal BP. TK v tomto rozmezi je povazovan za rizikovy faktor. Hodnoty nad 95.perc.byly
povazovany jiz za hypertenzi. Vysledky:

V souboru jedinci 12 letych a starSich bez rozdilu pohlavi byla zjiSténa incidence ,,high
normal“ 8.6% a vlastni hypertenze ve 4.73%.

Incidence ,.high normal“ hodnot a hypertenze dle vékovych skupin (obé pohlavi):

vékova skupina incidence high normal BP hypertenze
12 let 10.4% 3.6%
13 let 12.8% 5.1%
14 let 10.8% 4.12%
15 let 6.8% 1.72%
16 let 6.1% 2.02%
17 let 8.5% 3.1%
18 let 6.1% 3.7%

V celém souboru do véku 11 let nebyly zjiStény v hodnotach krevniho tlaku vyznamné
pohlavni rozdily, ty se objevily az po 11.roce, kdy chlapci jiz jevi vyznamné vyssi TK nez
divky (p<0.01), plati pro systolu i diastolu.

Ze ziskanych hodnot byly konstruovany viastni percentilove grafy, kde 90. perc.byl u divek
starSich 15 let pro systol. TK 130 mm a dale se nezvySoval. U 15 letych chlapci byl
90.perc.systol. TK 132 mm a dale stoupal az na 138.1 mm u 18.letych

Hodnoty TK a télesné vysky vykazuji pfimou zavislost, tato zavislost nebyla ale prokdzana
obecné mezi ,,high normal“ hodnotami a vyskou.

Zavér: studie ukazala, ze prevalence ,high normal®“ TK i skute¢né hypertenze v populaci
déti a dorostu je v CR vyznamné& vyssi nez se obecné tvrdi. Predbézné vysledky srovnani
vlastnich nomogrami s témi, které jsou ptilohou ¢eského Zdravotniho a ockovaciho prikazu
data STFR) ukazuji jen pomérné¢ malé rozdily, které je ale tfeba jeSté statisticky ovéfit.
Uvedena data jsou jen dil¢éim zhodnocenim velkého souboru a je dale pribézné
zpracovavana (dosud nejvétsi studie screeningu TK u déti i dospélych v CR). Podpoieno
granty IGA MZCR ¢&. NE 6/98-3 a 6387-3.




BLOOD PRESSURE IN CHILDREN AND ADOLESCENTS

(preliminary results of the Czech Screening Study on Blood Pressure in Children and Adolescents

Adamkova Véra*!, Veleminsky Milo§!, Janda Jan?, Seeman Tomas?, Skibova Jelena*
* Institute for Clinical and Experimental Medicine, Prague

'Universitas Bohemiae Meridionalis, Faculty of Health and Social Studies, Ceské
Budgjovice (Budweis), 2 Dptm. of Pediatrics, University Hospital Prague-Motol

Introduction: prevalence of arterial hypertension in children is usually reported about 1%
and in adolescents 2-5% as well. Nevertheless, there are some suggestions, this prevalence is
much higher. During 2000-2002 an extensive field study has been performed in the Czech
Republic, focused on blood pressure evaluation in children and adolescents.

Groups and methods: blood pressure (BP) has been examined in a group of 23276

individuals aged 1-18 years in 6 regions of the Czech Republic.
The techniques of measurement and evaluation fulfilled the general accepted criteria from 1986
(calibrated mercury sfygmomanometer, appropriated cuff, measuring after 5-8 minutes of peace in
sitting position on the right arm, the blood pressure between 90.-95. perc. taken as high normal, above
the 95.perc. as hypertension. The statistical evaluation used software BMDP PC 90, replenished with
a Bonferroni method of the mutiple comparison. Two Way Analysis of Variance (ANOVA), the rank
Mann-Whitney test, Chi-square test in the contingentive charts and Fisher exact test were used..
Herewith partial data focused on the upper limits of BP in adolescents in the framework of
this field study are presented..

Results:

In the group of 12 years and older adolescents (without difference of gender) the incidence
of high normal blood pressure was 8.6% and hypertension was found in 3.73%.
Following data present the BP value according the age groups of adolescents:

Incidence of the ,,high normal“ BP and hypertension according the age in boys and girls

Age high normal BP hypertension
12 years 10.4% 3.6%
13 years 12.8% 5.1%
14 years 10.8% 4.12%
15 years 6.8% 1.72%
16 years 6.1% 2.02%
17 years 8.5% 3.1%
18 years 6.1% 3.7%

There was no difference found in BP-values between boys and girls up 11 years. Only after
the 11™ year the BP was significantly higher in boys for systolic and diastolic BP as well
(p<0.01). Using our own date, the percentile nomograms have been constructed. In boys
aged 15 years the 90.perc. shows BP 132 mmHg and increases further up 138 mmHg in
the group of 18 years olds. In girls aged 15 years the 90. perc. showes BP 130 and there
is no further increase up 18 years.

Conclusions: the prevalence of high normal blood pressure and hypertension in
pediatric population in the Czech Republic is higher than suggested before. Presented
data are only partial results of this extensive study, which is under further evaluation.
Preliminary results suggest no major differences between our own nomograms comparing
them with the STFR-values, which are available in the booklet Czech Health and
Vaccination Report.

This study was supported by the IGA Agency, Min. of Health of Czech Republic, No. NE 6/98-3 and 6387-3.




VYVOJ OBLICKOVYCH FUNKCII U DETI S VEZIKOURETEROVYM
REFLUXOM

lBaltesovél, T., lPodrackei, L., 1Séd0Vé, E., lTrejbalovél, K., 2Kurcinova’t, Z., 3Takécs, 1., 4Verebové, M.
Klinika deti adorastu LF UPJS aDFN, ?Urologickd klinika FNLP, °Institat nuklearnej
a molekularnej mediciny FNLP, *Klinika radiologie a zobrazovacich metod FNLP, Kogice

Ciel’ prace. Zhodnotit’ glomerulovt filtraciu (GFR) a vyvoj Strukturovych zmien
u deti s primarnym vezikoureterovym refluxom (VUR) vo vztahu k dobe sledovania.
Stubor a metody: V skupine 53 pacientov (20 chlapcov) vo veku 9,5+5,7 roka s VUR
III. az V. stupna (28 bilateralnych) sme stanovili GFR podl'a Schwartza a vypocitali
zmenu GFR (AGFR) ako percentualny podiel vychodiskovej GFR. Sledovali sme
rast obli¢iek ultrasonograficky, rendlne jazvy pomocou DMSA. 27 pacientov malo
chirurgicku, 15 konzervativnu a 11 kombinovanu liecbu (operacia a dlhodoba
antimikrobialna profylaxia).

Vysledky: 2-roéné sledovanie bolo kompletné u 53 deti, po 5 rokoch sme
vyhodnotili 41 a po 10 rokoch 15 pacientov. V ¢ase diagnoézy mali 2 deti GFR pod
fyziologicku hodnotu, pocas dvojro€ného sledovania sa GFR znizila u 5 deti (1,3%).
Po 5 rokoch sme pokles GFR zaznamenali u 18 deti (43,9%), po 10 rokoch u9
(60%), priemerna AGFR bola -12,2 % a -18,1 %. GFR poklesla v priebehu 5 rokov
pod 80 ml/min/1,73m? u 6 deti, do terminalneho S$tadia oblickového zlyhania
progredovali 2 deti (3,7%). Poruchu rastu obli¢ky sme zistili u 36 pacientov. U 17
deti s bilateralnym refluxom doslo k zvraSteniu jednej oblicky, priCom opakované
pyelonefritidy malo 10 z nich (58,8%), perzistujuci reflux 3 (17,6%). 26 deti malo
stranovy rozdiel na DMSA skene v Case diagnoézy, k novému jazveniu v priebehu
sledovania doSlo u2l deti (11 segmentilne zmeny, 10 zhorSenie stranového
rozdielu).

Zaver: Vyskyt negativnych funkénych zmien obli¢iek pri VUR stapal s dobou
sledovania. Struktirové zmeny zaviseli od stupfia primarnych zmien a frekvencie
pyelonefritid.




RENAL FUNCTIONS IN CHILDREN WITH VESICOURETERIC REFLUX

lBaltesovél, T., lPodracké, L., 1Séd0Vé, E., lTrejbalova’t, K., 2Kurcinova’t, Z., 3Takécs, 1., 4Verebové, M.
"Klinika deti adorastu LF UPJS aDFN, “Urologickd klinika FNLP, °nstitat nukleirnej
a molekularnej mediciny FNLP, *Klinika radiologie a zobrazovacich metod FNLP, Kogice

Aim: to evaluate the glomerular filtration rate (GFR) and structural changes in
children with primary vesicouretric reflux (VUR) in relation to the duration of
follow-up period.

Patients and methods: GFR was calculated according to Schwartz formula in 53
patients (20 boys), mean age 9.5 = 5.7 yr. with grade IIL. to V. VUR (28 bilateral).
The change in GFR (AGFR) was expressed as percentage of baseline GFR. Kidney
size was determined by ultrasonography and renal scars were detected by DMSA
scan. Altogether 27 patients were treated surgicaly, 15 were managed conservatively
and 11 received combined treatment (surgery and long term antimicrobial
prophylaxis).

Results: 2-year follow-up was completed in 53 patients, 5-year in 41 patients and 10-
year outcomes were available in 15 patients. GFR was below physiological range in
2 children at the time of diagnosis, at 2 years GFR decreased in 5 patients (1.3%).
The decline of GFR was present in 18 children (43.9%) after 5 years and in 9 (60%)
after 10 years of follow-up with mean AGFR -12,2% and -18,1% resp.
GFR <80 ml/min/1,73m? was noticed in 6 children at 5 yr. evaluation, 2 children
(3.7%) reached end stage renal disease during the study period. Kidney growth
failure was found in 36 patients. Interestingly, unilateral shrunken kidney was
detected in 17 children with bilateral reflux. Ten of those children (58.8%) had
recurrent pyelonephritis, 3 (17.6%) had persisting reflux. DMSA proved scars and
side difference in 26 children at the time of diagnosis, progressive scarring occured
in 21 children (11 segmental changes, 10 worsening of side difference).

Conclusion: Negative functional changes of Kkidneys are related to the time of
follow-up. Structural changes of renal parenchyme depend on initial parenchymal
injury and rate of acute pyelonephritis.




SI@RQVY CYSTATIN C- MOZNY MARKER GLOMERULARNI FUNKCE U
DETI

Kvéta Blahova, Martin Blaha, FrantiSek Lopot, Jan Janda

Pediatricka klinika a 2.Lékarska fakulta University Karlovy, Praha

Hemodialyzacni stfedisko Interniho dd. Nemocnice Strahov, 1.Lékarska Fakulta University Karlovy,
Praha

Uvod: ackoliv inulinova clearance stale ziistava nejpiesnéj§i metodou pro stanoveni
hodnoty glomerularni filtrace (GFR), jako rutinni klinickd metoda se nepouziva.
V bézné praxi se vétsSinou GFR stanovuje ze sérové hladiny kreatininu (Sg). Radou
autorti byly odvozeny vzorce ke stanoveni kreatininové clearance (Cc) pomoci S¢r Se
souCasnym pouzitim antropologickych parametrii, jako je vaha, vysSka, télesny
povrch (Cocroft and Gault, Schwartz). U déti je nefrology bézné pouzivany vzorec
odvozeny Swartzem.

Cil studie: pokusili jsem se zjistit, zda GFR vypoctena ze sérové hladiny Cystatinu
C (Cys C) u déti do 1 roku zivota a starSich je stejn¢ validni, jako GRF vypoctena dle
Schwartzova vzorce.

Metoda: Byly pouzity vzorky sér od 62 pacientli vySetfovanych v nefrologické
ambulanci pfi kontrole renalnich funkci (20 pacientii ve véku do 1 roku Zivota, 42
pacientu staii 1-13 let).  Hodnoty S (umol/l) byly stanoveny laboratoii
enzymatickou metodou, hladiny sérového Cys C (vysledné imunokomplexy) byly
méteny turbidimetricky pouZitim seti DakoCytomation Cystatin C Immunoparticles
(referencni interval 0.63-1.33 mg/l). Hodnoty Cys C zjisténé u naSeho souboru se
pohybovaly od 1.00 to 4.58 mg/l, median 2.145 mg/l. Hodnoty GFR (ml/sec) byly
vypoctené pomoci Schwartzova vzorce (Ce=[k x délka v cm ]/S¢, pro déti mladsi
nez 1 rok k=0.646, pro déti ve véku 1-13 let k=0.808) a dle rovnice podle Hoeka et
al pro dosp&lé (GFR /1.73m’= -4,32+80.35/Cys C). Byla provedena statistickd
korelace mezi hodnotami GFR ziskanymi ob&éma metodami.

Vysledky: Dobra korelace byla zjiSténa piedevsim u souboru pacientii mladsich nez
1 rok (r=0.863), u skupiny pacientti ve véku 1-13 let r=0.7509.

ZAvér: Pomoci poméms jednoduchého vzorce (GFR/1.73m?= -4,32+80.35/cysC) se
zda, ze by mohl byt Cystatin C vhodnym ukazatelem pii urcovani GFR, zvlasté u
kojencti, kde pfesné zmeéteni délky ditéte je v ambulantnich podminkdch mnohdy
nepiesné a ¢asto nejsou k dispozici ani klasické bodymetry. Navic oproti S¢, hladiny
Cys C lépe odrazeji vyvoj (nezralost) ledvin v prvnim roce zivota.




SERUM CYSTATIN C - A POSSIBLE MARKER OF GLOMERULAR
FUNCTION IN CHILDREN

Kvéta Blahova, Martin Blaha, FrantiSek Lopot, Jan Janda
Pediatric Clinic and 2nd Faculty of Medicine, Charles University, Prague
Department of Hemodialysis, 1st Faculty of Medicine, Charles University, Prague

The aim of the study: Although inuline clearance remains the most accurate method
of assesing glomerular filtration rate (GFR), it is cumbersome in routine clinical
setting. For clinical practice, GFR is estimated from serum creatinine (S¢;). Many
investigators have drived formulas to estimate creatinine clearance (C.) from S, in
conjunction with anthropometric measurements such as height, weigh, body surface
area (Cocroft and Gault, Schwartz). Schwartz formula is useful in day-to day
management in children. We tested if serum cystatin C (Cys C) can be used to
calculate a GFR, in the same way as creatinine is used to calculate a GFR by
Schwartz formula in infants and older children.

Method: Serum samples were obtained from 62 patients for GFR determination (20
patients beyond 1 year of age, 42 patients 1-13 years of age). All children were
examined at the nephrology section for suspected or established impairment of renal
functions. S¢r (umol/L) was determined enzymatically, Cys C was measured with a
Dako particle-enhanced turbidimetric method  (reference intervals 0.63-1,33
mg/L).We measured Cys C levels from 1.00 to 4.58 mg/L, median 2.145 mg/L. GFR
in ml per second was calculated as C. according to Schwartz formula (Cq=[k X
lenght]/Sc;, for children beyond 1 year of age k=0,646, for children 1-13 years of age
k=0,808) and using the equation by Hoek et al for adults (GFR /1.73m"=
4.32+80.35/Cys C). Correlations between both GFR have been evaluated.

Results: A good correlation was found especially in children beyond 1 year of age
(r=0.863), in children aged 1-13 years r= 0.759.

Conclusions: with a simple formula (GFR/1.73m?/sec = -4.32+80.35/cysC), Cystatin
C appear to be a possible predictor of GFR, especially in infants where accurate
measurement of height is sometimes questionable. Unlike S¢, Cys C reflects better
immaturity of the kidney below one year of age.




ENDOSKOPICKA LECBA VEZIKOURETERALNIHO REFLUXU KOPOLYMEREM
EXTRANOMER/ HYALURONOVE KYSELINY - PREDBEZNE VYSLEDKY.

Dité, Z., Ko¢vara, R., Dvoracek J.
Urologicka klinika 1.LF UK a VFN, Praha, Katedra urologie, subkatedra détské urologie, IPVZ, Praha

Uvod: dle dostupnych zkuSenosti je endoskopicka 1é¢ba kopolymerem
dextranomer/ hyaluronové kyseliny (Dx/Ha) vhodnou metodou 1é€by pro vétSinu
pacientl s vezikoureteralnim refluxem (VUR).

Cil sdéleni: v sou¢asné dobé ovéfujeme v ramcei vyzkumného ukolu IGA MZCR
NR 8021-3/2004 bezpecnost a klinicky efekt této lécebné modality u VUR
vysledky této 1écby
Material a metoda:

Na Urologické klinice 1. LF a VFN v Praze bylo od zafi 2004 do ¢ervna 2005
endoskopicky operovano 11 déti (13 ureteralnich jednotek) ve veku 1-3 roky
s VUR III.-1V. stupné instalaci Dx/Ha. K dnesnimu datu absolvovalo poopera¢ni
kontrolu za pouziti videourodynamického vysetfeni sedm déti (osm operovanych
uretralnich jednotek).

Vysledky 1é¢by:

U Sesti pacientll se sedmi ureteralnimi jednotkami (87.5%) VUR kompletné
vymizel. U jednoho pacienta jsme dosahli snizeni VUR na L-IL. stupen. Jeden
pacient ma po operaci druhostranny VUR IL-III. stupné. U zddného z pacientl se
po vykonu neobjevila infekce mocovych cest, hydronefroza ani méstnani v dutém
systému na operované strang.

Zavér:

NaSe predbéiné vysledky dokumentuji vysokou ucinnost endoskopické
instalace Dx/Ha i u VUR vysokého stupné. Tato miniinvazivni 1é¢ebna metoda
se stava vyznamnou alternativou pro dlouhodobou medikamentézni 1é¢bu.




ENDOSCOPIC TREATMENT OFVEZICO URETERAL
REFLUX BY COPOLYMER DEXTRANOMER/HYALURON ACID -
PRELIMINARY RESULTS.

DITE Z, KOCVARA R, DVORACEK J
Department of Urology, General University Hospital, Prague
Postgraduate Institute of Medicine, Prague

Introduction:

Contemporary experience demonstrate that endoscopic instillation of

dextranomer/hyaluronic acid copolymere (Dx/Ha) is valuable method of
treatment for majority of patients with vesicorenal reflux (VUR)
Aim of the study: we have been investigating safety and clinical effect and
possible adverse effects of this modality of treatment for high grade VUR in young
children and infants in the framework of a granted project. The aim of this study is
to evaluate our preliminary results.

Materials and methods:

Between September 2004 and June 2005 11 children (13 ureteral units), aged 0-3
years with VUR gr. 111-1V, were endoscopically operated with Dx/Ha.

Seven children (eight ureteral units) underwent postoperative videourodynamic
investigation.

Results:

In six patiens with seven ureteral units (87.5%) VUR has disappeared completely.
In one patient VUR decreased to grade I.-1l. One patient developed contralateral
VUR (grade 1I-111). No operated child has experienced postoperative urinary tract
infection or hydronephrosis.

Conclusions:

Our preliminary results demonstrate high efficacy of endoscopic instillation of
Dx/Ha in children with high grade VUR. This miniinvasive method is becoming a
significant alternative for long- term medicament prophylaxis.

Supported by the grant of IGA MZ CR NR 8021-3/2004




HOMEOSTAZA HORCIKU A LEDVINY

Dolezel Z., Starha J., Dostalkova D.
II. détska klinika LF MU a FN Brno; zdolezel@med.muni.cz

W

Horc¢ik (Mg) je druhym nejvyznamnéjSim intracelulirnim kationtem a je
nezbytny pro fadu biochemickych a fyziologickych procesi probihajicich
vV organismu. Prevazna cast celotélového Mg se nachazi v kostech, dile ve
svalech a mékkych tkanich; méné nez 1% z télesnych zasob Mg je v krvi. Sérové
Mg je pritom ve formé ionizované/disociované, ve formé vizané na albumin
nebo v komplexech spole¢né s fosfaty/citraty/jinymi anionty.

Homeostiza Mg je vysledkem rovnovahy mezi vstiebavanim v zaZivacim
traktu a renalnim vylu¢ovanim. V ledvinnych glomerulech se Mg témér z 80%
filtruje, pritom vice > 95% z filtrovaného mnoZstvi je resorbovano zpét. Renalni
resorpce se odehrava prevazné ve vzestupném raménku Henleovy kli¢ky, asi 5-
10% z profiltrovaného Mg se resorbuje v distalnim tubulu. Do definitivni moci
se tak dostava 3-5% Mg filtrovaného v glomerulech.

V poslednich letech doSlo k hlubSimu poznani Fady geneticky podminénych
chorob, jejichz podkladem je pozménény transport Mg. Je uveden prehled
nékterych z téchto onemocnéni, u nichZ je porusena homeostaza bud’ pouze Mg
nebo je tato porucha proviazena i jinymi dysbalancemi (hypokalémie, hypo-
/hyperkalcémie, metabolicka alkal6za) vnitiniho prostiedi.
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MAGNESIUM HOMEOSTASIS AND KIDNEY

Dolezel Z., Starha J., Dostalkova D.
11°" Department of Pediatrics; zdolezel@med.muni.cz

Magnesium (Mg) is the second most-prevalent intracellular cation. Mg plays
an essential role in many biochemical and physiological processes. Mg is
distributed mainly in bone and the intracellular compartments of muscle and
soft tissue; less than 1% of total body Mg is in the blood. Circulating Mg is
present in three states: ionized/dissociated, bound to albumin, and complexed to
phosphate/citrate/other anions.

Mg homeostasis depends on the balance between intestinal absorption and renal
excretion. During growth, a positive Mg balance is expected, but the desirable extent
is unknown. In the kidney, approximately 80% of total serum Mg is filtered at the
glomeruli, of which > 95% is reabsorbed along the nephron. Around 70% of Mg is
reabsorbed in the cortical thick ascending limb. Approximately 5-10% of the filtered
Mg is reabsorbed in the distal convuleted tubule; finally, 3-5% of filtered Mg is
excreted in the urine.

During last decades, various hereditary disorders of Mg handling have been
clinically characterized and genetic studies in affected individuals have led to the
identification of some molecular components of cellular Mg transport. This review
focuses on clinical and genetic aspects of hereditary disorders of Mg homeostasis.
We will review primary defects of epithelial Mg transport, disorders associated with
defects in Mg/Ca sensing, as well as diseases characterized by renal salt wasting and
hypokalemic alkalosis, with special emphasis on disturbed Mg homeostasis.
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HYPOKALEMIE - DIAGNOSTICKY HLAVOLAM

Dolezel Z., Starha J., Osvaldova Z.l, Dostalkova D.
I1. détska klinika LF MU a FN Brno, I. détska klinika LF MU a FN Brno'; zdolezel@med.muni.cz

Za zévaznou hypokalémii (JK) jsou oznaCovany hodnoty sérové koncentrace

drasliku (Sk) < 3,0 mmol/l. V analyze |K je vzdy nezbytné uréit vyluéovani K*
moci; podle toho je rozliSovana |K rendlniho a extrarenalniho ptivodu.
Pacient 1. Otec a babicka 8letého chlapce maji prokazanou hypertenzi (H), ale bez
jasného diagnostického zavéru; u otce ptitom byla H zjiSténa jiz v 18letech. Chlapec
(télesna hmotnost/vySska 25.-50./10.-25. perc.) byl odeslan pro H (140/98 torri)
trvajici dva roky. V laboratornich vysetfenich hocha dominovala: hypernatrémie, |K,
metabolicka alkaléza (MA), |aldosteron (Ald) a |plazm. renin. aktivita (PRA).
Vyrazné snizené bylo mocové vyludovani Na* a K'. Rozsihlé spektrum vsech
dalSich vysetieni, v¢. funkce ledvin, bylo normalni. Vyslovili jsme podezieni na
Liddletiv syndrom (LS). DNA analyza prokézala u chlapce a jeho otce mutaci P616R
V B-podjednotce epitelidlniho-amilorid senzitivniho sodikového kanéalu (ENaC). Na
zékladé vysledku mol.-biol. vysetfeni tak byla Dg LS jasné urcena a i u otce ditéte
bylo mozno zvolit odpovidajici 1éCbu.

Kritéria LS: dédicnost autosomalné dominantni; H; |K; MA; ménliva

hypokalcémie; |Ald i PRA; dobrd reakce na amilorid/triamteren. Lécba LS:
amilorid/triamteren + substituce K* + omezeni piijmu Na”.
Pacient 2. 16leta divka byla pftijata pro parestézie HK a jazyka, v¢. drobnych zaskubt
mim. svalil a pozitivniho Trousseauova ptiznaku. Abnormélni laboratorni hodnoty:
K, MA, hypomagnesémie (|Mg), 1PRA; hyper-kaliurie/-magnesurie, hypokalciurie.
Funkce ledvin zcela intaktni. U pacientky vysloveno podezieni na Gitelmaniv
syndrom (GS). DNA analyza prokézala dvé mutace (1. intron 5, GT>AT; 2. 439,
G>S) v genu, ktery koduje thiazid-senzitivni Na-Cl kontransportni systém (NCCT);
GS tak byl jasn¢ urcen.

Kritéria GS: dédinost autosomalné recesivni; a/symptomatickd |K provazena
hyperkaliurii; |Mg s hypermagnesurii; hypokalciurie; MA, tetanie. Lécba GS:
dostate¢ny  piivod Mg nebo K® nebo farmakoterapie inhibitory
prostaglandinsyntetazy.

V ramci Diff. Dg |[K je tfeba pomySlet na nékteré vzacné tubulopatie, jejichz
piesné urceni dnes umoziuji metody molekularni biologie.
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HYPOKALEMIA — A DIAGNOSTIC PUZZLE

Dolezel Z., Starha J., Osvaldova Z.!, Dostalkova D.
11*" Department of Pediatrics, Univ. Hosp. Brno, I
zdolezel@med.muni.cz

Department of Pediatrics, Univ. Hosp. Brno®;

Moderate hypokalemia (JK) is defined as a serum concentration of K* < 3.0

mmol/l. The cause of |K is usually apparent from the history and clinical setting.
With respect to the urinary potassium was distinguished |K of renal and extrarenal
origin.
Case 1. Patient‘s father and grandmother have hypertension (H) but correct diagnose
was not established by both. Our patient (a 8-year-old-white boy, body weight 25"-
50™ percentile, body height 10™-25" percentile) was referred for evaluation of H
(140/98 mmHg; > 95™ percentile) uncovered on a routine physical examination.
Boy‘s abnormal laboratory parameters were: hypernatremia, |K, metabolic alkalosis
(MA), |plasma aldosterone (Ald), and |plasma renin activity (PRA). Urinary
excretion of sodium and potassium were low. Glomerular filtration (GF; Schwartz
formula) was in normal range. Based on clinical presentation and abnormal
laboratory parameters we considered a diagnose of Liddle syndrome (LS). LS was
confirmed (boy and his father) by DNA analyse (mutation P616R in B-subunit of
epithelial sodium channel) and appropriate therapy was started.

Diagnostic criteria of LS: autosomal dominant inheritance; H; |K; MA;

infrequent hypocalcemia; |Ald and PRA; good response to therapy with
amiloride/triamterene. Therapy of LS: amiloride/triamterene + increased intake of
potassium + decreased intake of sodium.
Case 2. A previously healthy 16-year-old-white girl was reffered for paresthesia,
fasciculation of tongue and mimic muscles, and positive of Trousseau‘s sign.
Abnormal laboratory parameters were: |K, MA, hypomagnesemia ([Mg), and
TPRA. Urinary excretion of potassium and magnesium were high, urinary excretion
of calcium was low. GF was in normal range. We considered diagnose of Gitelman
syndrome (GS). By DNA analyse was founded two mutations in the gene encoding
the thiazide-sensitive Na-Cl cotransporter (NCCT). One mutation affects the splite
site at the beginning of intron 5 (GT>AT), the second mutation results in a switch of
glycine to serine at residue 439 of NCCT. GS was confirmed that way.

Diagnostic criteria of GS: autosomal recessive inheritance; a/symptomatic |K with
hyperkaliuria; [ Mg with hypermagnesuria; hypocalciuria; MA; tetany.

Therapy of GS: high Mg™™ intake or high intake of K" or prostaglandin inhibitors.

LS/GS should be considered as a cause of |K in children/adolescents. DNA
analysis is very important for diagnose some of rare tubulopathies.
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JE 24 HODINOVY SBER MOCI NEZBYTNY PRO STANOVENI
PROTEINURIE?

J. Duek, K. Vondrak, M. Hladikova, T. Seeman, E. Simkova, J. Kreisinger, P. Dvorak,
J.Janda

Pediatricka klinika FN Motol a 2 1ékaiské fakulty UK, Praha-Motol

vvvvvv

s onemocnénim ledvin, jednordzové vySetfeni vymoceného vzorku je nedostatecné,
kvantitativni proteinurii je tedy tfeba pfi déle trvajicim sbéru moci. V soucasnosti Ize
kvantitativni proteinurii stanovit 3 metodami, pfi¢emz 24 hodinovy sbér je Casto
velmi nepfesny, zvlasté u kojencti a mensich déti. Proto se v pediatrii zacaly jiz pred
delsi dobou pouzivat indexy protein/kreatinin (Up/Ug) a protein/osmolalita
(Up/Ugsm). K vySetieni indext staci jednorazovy vzorek moci. Cilem nasi
prospektivni studie bylo porovnat vyse uvedené metody a zjistit, kterd z nich je u déti
nevhodngjsi.

Metoda: od dubna 2002 do ledna 2004 jsme vysetfili kvantitativni proteinurii ve 1293
peclivé sebranych vzorcich moci/24hodin. Mo€ pochézela od 411 pacientd ve véku od 0.3
do 23 let (median 12.1 roku). Ve vSech vzorcich byla proteinurie vyssi nez 4mg/m2/h (horni
hranice normalniho vylucovani bilkoviny pouzivana v pediatrické nefrologii celosvétove,
odpovida 24x4=96 mg/ m%24 hodin.. Stejny vzorek byl pouzit pro vy3etfeni koncentrace
bilkoviny (mg/l), kreatininu (mmol/l) a osmolality moc¢i (mmol/kg). Byl proveden vypocet
kvantitativni proteinurie (mg/m%h a mg/24hod) a indexti Up/Ug, (mg/mmol) a Up/Uogn
(mg/mmol). Diabetici a pacienti sjinym typem glykosurie byly ze studie vylouceny.
Bilkovina v mo¢i byla stanovena kvantitativni turbidimetrickou metodou (450 nm)
s alkylbenzylamoniem. Koncentrace kreatininu byla stanovena enzymatickou metodou
Advia 1650 (Bayer). Osmolalita mo¢i byla vySetifovana osmometrem Fiske 2400. Proteinurie
se pohybovala v rozmezi 4.1 — 2317 mg/m?/h. Odpad bilkoviny v moé&i Up za 24 hodin byl
porovnan s indexy Up/Uc, @ Up/Ugsm. Pii statistické analyze byl pouZit Pearsontiv korela¢ni
koeficient a vyznamnost rozdilu korela¢nich koeficienti byla testovana SISA softwarem.

Vysledky: Korelacni koeficient
Up/Ucr |Up/Uosm  |R
Up 0,690 0,812 P =0.005
(MG/24H)
Up 0,834 10,852 P =0.015
(MG/M?/H)

Uvedena tabulka tedy srovnava kvantitativni proteinurie z moc¢i ziskané peclivym
sbérem za 24 hodin s indexy Up/Ucr a Up/Uggm.

Lepsi korelace byla nalezena mezi indexy Up/Ucr, Up/Uosm @ Up (mg/mz/h) nez s Up
(mg/24h).

Nejlepsi korelace byla prokazana mezi Up (mg/m?/h) a indexem Up/Uogn.

Vysoka korelace mezi Up (mg/mzlh) a Up/Uosm svédci o tom, ze ob& pouzité metody
kvantifikace proteinurie mohou byt povazovany téméft za identické. Hodnota indexu
Up/Uosm 0,4 odpovida proteinurii 4 mg/m?/h.

Zavéry:

Index Up/Uosm se zda byt nejlepsi metodou vySetieni kvantitativni proteinurie u déti.
Hodnoceni proteinurie pomoci indexu Up/Uopsm mtize nahradit nepiesny sbér moci pii
vySetfeni kvantitativni proteinurie. VySetieni Uosm je 2,5 x levnéjSi neZ vySetfeni
Ucr.(v nasich podminkach). Hodnota indexu Up/Uosm 0,4 a vyssi znamena proteinurii




CAN WE ABONDON THE 24H URINE COLLECTION FOR
QUANTIFICATION OF PROTEINURIA IN CHILDREN?

J. Dusek, K. Vondrak, M. Hladikova, T. Seeman, E. Simkova, J. Kreisinger, P. Dvorak, J. Janda
Section of Nephrology, Pediatric Department University Hospital Motol and 2™ Medical School
Charles University Prague, V uvalu 84, 150 06 Prague, Czech Republic, j.dusek@Ifmotol.cuni.cz

Objectives of Study: proteinuria is one of the most important prognostic factors in children
with kidney diseases. Presently three methods for proteinuria quantification are used
clinically. 24h urine collection is cumbersome, in small children is often incorrect and the
exact urine collection is crucial for estimation of proteinuria (Up). Other methods are urinary
protein/creatinine (Up/Uc;) and protein/osmolality (Up/Uosm) ratios. A major advantage is
that only spot urine is required for calculation of both ratios. The aim of our prospective
study was to compare all three methods and to find out the best and the most reliable test for
quantification of proteinuria in children.

Methods: between April 2002 and January 2004 urinary protein excretion was examined in
carefully collected 24h specimens. Altogether 1293 samples in 411 pts (aged 0.3 - 23 years,
median 12.1 years) with proteinuria exceeding 4mg/m?®h have been evaluated. In the same
urine specimen we determined creatinine (mmol/l), protein concentration (mg/l) and
osmolality (mmol/kg) for calculation of protein excretion (mg/m%h and mg/24h), Up/Uc,
(mg/mmol) and Up/Ugsy ratios (mg/mmol). Children with diabetes mellitus and with other
types of glycosuria were excluded from this study.

The protein concentration was measured by the quantitative turbidimetric method (450 nm)
using alkylbenzylammonium. The creatinine concentration was determined by creatinine
enzymatic method Advia 1650 (Bayer). The urine osmolality was measured by freezing
point depression method (Fiske 2400). The proteinuria ranged from 4.1 — 2317 mg/m?°/h. We
compared Up (mg/24h), Up (mg/mzlh), Up/Ucr and Up/Uggm. Pearson’s correlation coefficient
was used for a statistical analysis. The statistical significance of correlation coefficient
differences was tested by SISA software.

Results: Correlations coefficients

Up/lUcr  |Up/Ups |R

M
Upr (MG/24H) [0,690 0,812 |P =0.005
Up (MG/M?/H) | 0,834 0,852 |P=0.015

*The standard evaluation of 24 h proteinuria was compared with Up/U¢,; and Up/Ugg, ratios.
*Much better correlations were demonstrated between the ratios Up/U¢, and Up/Ugsm and Up
(mg/m?/h) than in Up (mg/24h) - an important finding for using these ratios in children.

*The best correlation was shown between Up (mg/m%h) and Up/Ugsm ratio.

*The good correlation of Up (mg/m?/h) and Up/Uogn ratio heralds that both methods of
proteinuria quantification may be considered as nearly as identical.

* Up/Uosm ratio value 0.4 corresponds with proteinuria of 4 mg/mzlh.

Conclusions: Up/Uosm ratio seems to be the best method for quantification of
proteinuria in children.

Up/Upsm ratio could replace cumbersome 24 h urine collection for estimation of
proteinuria and the 24-h urine collection may be abandoned avoiding the known
erorrs collecting the urine, particularly in infants, toddlers and preschool children.
Examination of Uggsm is much cheaper than Uc, (in our conditions 2.5 fold cheaper).
The Up/Uosm ratio higher than 0.4 is significantly connected with pathological
proteinuria




POSTNATALNI ULTRAZVUKOVY SCREENING LEDVIN
V CESKE REPUBLICE

Flogelova H.", Michalkova K., Halek J.°, Smakal 0., Geier P."
"Détska klinika, “Radiologicka klinika, *Gynekologicko-porodnicka klinika a *“Urologicka klinika FN
a LF UP v Olomouci

Cil:

Nasim cilem bylo zjistit, kolik novorozeneckych pracovist v Ceské republice (CR)
provadi postnatalni ultrazvukovy (UZ) screening ledvin a co je povazovano za
patologicky nalez vyzadujici dalsi kontrolu .

Metody:

Na vsechna novorozenecka oddéleni v CR byl zaslan dotaznik s 8 otazkami
tykajicimi se postnatalniho UZ screeningu ledvin.

Vysledky a zavér:

Z 91 rozeslanych dotaznikli se vratilo 80 odpovédi (88%), z toho 43
novorozeneckych oddéleni (47% vsech novorozeneckych pracovist v CR) provadi
UZ ledvin jako screening ( u vSech novorozencti). Ostatni novorozeneckd oddéleni
délaji UZ ledvin pouze vybérové, pokud je patologicky prenatdlni nalez nebo
pozitivni rodinnd anamnéza. Neni jednotny nazor na to, jaky UZ nélez ma byt pii
postnatalnim screeningu povazovan za dilataci vyzadujici dal$i kontrolu. VétSina
l1ékait kontroluje jiz panvicky nad 5 mm a primérna doba dalsi UZ kontroly se
pohybuje od 1 do 3 mésict. Na zdkladé zkuSenosti naSeho pracovisté, které
postnatalni UZ ledvin provadi jiz 14 let a nasledné vySetfuje a sleduje déti se
zavaznymi vadami ledvin a mocovych cest, doporuujeme brat jako patologicky
nalez panvicku APIR ( anteroposterior intrarenaln¢) 10 a vice mm nebo panvicku
mensi, pokud je souCasn¢ vizualizace kalichii. Nejedna-li se o vyraznou patologii
( panvicka ptes 15 mm, redukce parenchymu ledviny, dilatace uretert), pak staci UZ
kontrola ve 3 mésicich véku ditéte.




POSTNATAL ULTRASOUND SCREENING OF KIDNEY
IN CZECH REPUBLIC

Flgelova H'., Michalkova K.?, Halek J.*, Smakal O.%, Geier P.!
Dpts. of Paediatrics®, Radiology?, Obstetrics and Gynecology® and Urology*, University Hospital,
Olomouc

The aim of the study:

Our aim was to identify how many neonatal departments in the Czech Republic (CR)
perform postnatal ultrasound (US) screening of kidney and establish what is
considered a pathologic finding that requires follow-up.

Methods:

A questionnaire consisting of 8 questions concerning postnatal US screening of
kidney was distributed to all neonatal departments in the CR.

Results and conclusion:

Out of 91 questionnaires distributed, we obtained 80 answers (88%) : 43 neonatal
departments perform kidney US as screening in all newborns (i.e. 47% of all
neonatal departments in the CR). The other neonatal departments perform kidney US
by selection only, in the case of a prenatal pathologic finding or positive family
history. There is no concordance of opinion as to which US finding should be
considered to be a dilatation requiring follow up. Most paediatricians examine pelves
over 5 mm and the average time to the following US examination ranges from 1 to 3
months. Based on experience of our department which has been performing postnatal
US of kidney for 14 years with subsequent examinations and follow-up of children
with serious kidney and urinary tract defects, we recommend that a pelvis be
considered a pathologic finding if it is 10 and more millimetres APIR
(anteroposterior intrarenalis), or smaller if at the same time calices are visualised. If
there is no significant pathology (pelvis over 15 mm, reduced kidney parenchyma,
ureter dilatation), it is sufficient to perform US examination at 3 months of age.




C1Q NEFROPATIE - VZACNA PRICINA NEFROTICKEHO
SYNDROMU

Pavel Geier", Tomas Tichy”
Détska klinika FN a LF UP?, Ustav patologie FN a LF UP Olomouc?

C1q nefropatie je vzacna glomerulonefritida definovana pritomnosti
mezangialnich depozit imunoglobulinii a komplementu s dominantni nebo
kodominantni pritomnosti Cl1q a chybéni laboratornich nebo klinickych
znamek systémového lupus erythematodes. Klinicky se nejéastéji projevuje
jako nefroticky syndrom, ktery Spatné reaguje na standardni l1écbu
kortikoidy. Popisujeme pripad 13-letého dosud zdravého chlapce, u kterého
byl diagnostikovan nefroticky syndrom (proteinurie 11g/24 hod, sérovy
albumin 11g/1). P¥i prijeti mél mirnou hypertenzi, nemél hematurii,
glomerularni filtrace byla v normé. C3 slozka komplementu byla v mezich
normy, negativni byl antinuklearni antigen, stejné tak i protilatky proti ds-
DNA, HbsAg a ANCA protilatky. Byl 1é€en Prednisonem dle protokolu APN.
Po péti tydnech terapie doSlo sice k ustupu otokii, ale pretrvavala tézka
proteinurie a hypoalbuminemie. Proto byla provedena biopsie ledviny se
zavérem C1q nefropatie (histologicky: mirna mesangialni hypercelularita,
imunofluorescence: pozitivita C1q, IgA, 1gG, IgM a C3 s dominantni
pritomnosti C1q, pri vySeti‘eni elektronovym mikroskopem popisovano
splyvani pedicel podocytii a pFitomnost mesangialnich depozit, nebyly
prokazany tubuloretikularni formace v endoteliich). Po biopsii byl 1é¢en
pulsni terapii Solumedrolem (6x 1 g i.v. béhem dvou tydnii). V sedmém tydnu
od zahajeni 1é¢by doslo k kompletni remisi.

Zavér: Popsan piipad 13-letého chlapce s nefrotickym syndromem, ktery
nereagoval na standardni 1éCbu kortikoidy. Biopticky diagnostikovana Clq
nefropatie. Kompletni remise byla dosazena pulsni terapii kortikoidy.




C1g- nephropathy- a rare cause of Nephrotic syndrome

Pavel Geier ', Tomas Tichy?,
Department of Pediatrics' and Department of Pathology?, University Hospital, Palacky University,
Olomouc, Czech Republic!

Introduction:

Cl1q nephropathy is a rare glomerulonephritis characterized by presence of
mesangial deposits of immunoglobulins and complement with dominant or co-
dominant presence of Clq and absence of clinical or laboratory evidence of
systemic lupus erythematosus. The most frequent clinical presentation is that of a
nephrotic syndrome which responds poorly to standard steroid therapy.

Case report:

We describe a case of a previously healthy 13-year-old boy who was diagnosed
with nephrotic syndrome (proteinuria 11g/24hrs, serum albumine 11g/l). On
admission, mild hypertension was present, glomerular filtration was within normal
limits and no haematuria was detected. C3 was within normal limits, all ANA,
anti-ds DNA and ANCA antibodies as well as HbsAg were negative. The patient
was treated with Prednisone according to the APN protocol. The oedemas
disappeared after five weeks of therapy. However, heavy proteinuria and
hypoalbuminaemia persisted. Therefore renal biopsy was performed with
histological findings consistent with Clg nephropathy (mild mesangial
hypercelularity on histology, imunofluorescent studies were positive for C1q, IgA,
IgG, IgN and C3 with dominant staining for C1q, electron microscopy showed foot
process fusion and presence of mesangial deposits, no endothelial tubuloreticular
formations were found). After renal biopsy, the patient was treated with pulses of
methylprednisolone (6x 1g i.v. within 2 weeks). Complete remission was achieved
in the seventh week of therapy.

Conclusions: a case of a 13-year-old boy with nephrotic syndrome who did not
respond to standard steroid therapy. The renal biopsy revealed C1q nephropathy.
Complete remission resulted using 6 pulses of 1 g of methylprednisolone i.v.
Nevertheless, further follow up is to be recommended.

E-MAIL ADDRESS: GEIERP@SEZNAM.CZ
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KONGENITALNI HYDRONEFROZA - DIAGNOSTICKE MOZNOSTI

Geier P'., Smakal O%., Tichy T°., Michlakova K*., Flogelova H.
Détska klinika®, Urologicka klinika?, Ustav patologie®, Radiologické klinika®
FN a LF UP Olomouc

Pro stanoveni zavaznosti prenatalné¢ diagnostikované hydronefrozy se nejcastéji
pouziva sonografické hodnoceni pfedozadniho praméru panvicky (RPD). Je-li RPD
> 20 mm, bude mit 94 % z téchto pacientli po porodu vyznamnou uropatii, zatimco
pfi RPD < 10 mm, bude mit po porodu zavaznou uropatii pouze 3 % pacienti.
Postup postnatalniho vySetifeni a 1é¢ba novorozence s hydronefrézou je jednim
Z nejkontroverznéjSich témat v détské urologii. Cilem nasi prace bylo zjistit,
zda déti operované podle soucasnych diagnostickych kritérii maji poSkozeny
ledvinny parenchym a pokusit se najit biochemicky marker probihajici
tubulointersticialni fibrozy.

V letech 2001 — 2003 bylo vySetieno a operovano 50 déti s hydronefrozou.
VSechny déti mély hydronefrozu I11. a IV. stupné podle klasifikace Spole¢nosti
pro fetalni urologii.

Z.50 operovanych déti mély 4 déti normalni histologicky nalez (G1), 16 déti
mirné (G2), 23 déti stfedné zavazné (G3) a 7 tézké histologické zmény (G4).
VSechny déti s s téZkymi histologickymi zménami mély sniZenou funkci ledviny
pri vySetieni MAGS3. 18 z 23 pacienti ze skupiny se stfedné zavaznymi
histologickymi nalezy (G3) mélo normalni funkci ledviny p¥i pfedoperacnim
vySetieni.

Pacienti s progresi redukce renalniho parenchymu p¥i ultrazvukovém vySeti‘eni
méli statisticky vyznamné ¢astéji stredné tézké a tézZké zmény v renalnim
parenchymu.

Statisticky vyznamné vyssi sérové hladiny VCAM a TGF- a mocové
koncentrace TGF-p byly naméieny u pacienti s histologickym nalezem G3 a
G4 ve srovnani s pacienty s histologii G1 a G2.

Zaver: stiredné tézké a tézké histologické zmény (G3a G4) méli vSichni pacienti
se sniZenou funkci ledviny pri dynamické scintigrafii ledvin a 74 % pacienti

s normalni funkci ledviny pri dynamické scintigrafii ledvin. Sérové hladiny
VCAM, TGF-p a mocové koncentrace TGF-f se vyznamné lisi u pacientii

s histologicky prokazanym poskozenim ledvinného parenchymu od pacienti

s normalni histologii. Tato vySetfeni by mohla pomoci p¥i rozhodovani o
indikaci k operaci u ditéte s hydronefrézou.




CONGENITAL HYDRONEPHROSIS - THE CURRENT STATE

Pavel Geier ', Tomas Tichy?,
'Dept. of Pediatrics and Dptm. of Pathology, University Hospital Olomouc, Czech Republic
2

Ultrasound measurement of anteroposterior renal pelvic diameter (RPD) is most
frequently used for severity assesment of prenatally diagnosed hydronephrosis. 94%
of patients with RPD > 20mm have significant uropathy after birth compared to only
3% of patients with RPD < 10mm.

The process of examination and therapy of a newborn with hydronephrosis belongs
to the most controverse issues in pediatric urology. The aim of our work was to find
out whether children undergoing surgery according to recent diagnostic criteria have
signs of renal parenchyme damage. We also tried to find a biochemic marker of
ongoing tubulointerstitial fibrosis.

In the period of time 2001-2003, 50 children with hydronephrosis were examined
and referred to surgery. All of them had hydronephrosis grade 11 or IV according to
the Society for fetal urology classification. An indication to surgical treatment was
based on the results of ultrasound examination, on dynamic scintigraphy MAG3 and
clinical symptoms.

In all children was determined: the blood level of adhesive molecules VCAM, blood
and urine levels of transforming growth factor beta. The results were evaluated
together with histological findings. Renal parenchyme tissue for histologic
examination was obtained by wedge biopsy during surgery.

In the cohort of 50 children, 4 children had normal histology (G1), 16 children mild
(G2), 23 children moderate (G3) and 7 children severe histological changes. All
children with severe histological changes had reduced renal function on MAG3.
However, 18 out of 23 patients from the group with already moderate histological
changes (G3) had normal renal function shown on MAG3.

Patients with progressive renal parenchyme reduction on ultrasound had more often
moderate or severe histological changes of renal parenchyme. The higher incidence
was statistically significant. Significantly higher blood levels of VCAM and TGF
beta and urine level of TGF beta were measured in patients with G3 or G4 histology
compared to patients with G1 or G2 histology.

Conclusion: moderate or severe histological changes (G3 or G4) were present in all
patients with reduced renal function shown on dynamic scintigraphy but also in 74%
of patients with normal renal function on dynamic scintigraphy. Blood levels of
VCAM, TGF beta and urine level of TGF beta differ significantly in patients with
histologically proven damage of renal parenchyme from patients with normal
histology. These investigations can help while deciding whether or not a child with
hydronephrosis is amendable to surgery.




NEFROGENNI HYPERTENZE. MEMENTO NEDUSLEDNE LECBY A
NON-COMPLIANCE

J. Gut, détské odd. NsP Ceska Lipa, V. Rambousek, détské odd. NsP Litoméfice, J. Stejskal,
patologicka anatomie, FN Motol Praha

Kasuistika: mlady muz, ktery byl 1é¢en od svych 7 let pro fokalné segmentarni
IgA glomerulonefritis (FSGN) od roku 1988. Uvodnim klinickym projevem byl
nefriticky syndrom s nefrotickou proteinurii, ale bez sérové nefrotizace, bez
poruchy funkce a hypertenze, ktery nereagoval na 1é¢bu kortikoidy dle
schématu ISKDC. Nasledna biopsie odhalila FSGN a 8 tydenni kiirou
cyklofosfamidu 2mg/kg/den byla navozena kompletni klinicka remise s
ob¢asnou prechodnou proteinurii do 1,5g/24 po respiracnich infektech.
Dlouhodobé prospivajici bez medikace. Kontrolni biopsie 1989 a 1994
prokazaly stacionarni histologické nalezy bez znamek sklerotizace. V roce 1999
(18 let) zacal po vyuceni kuchaFem pracovat v restauraci na 12hodinové smény,
kde byl velmi spokojen, ale pri kontrolach se ukazalo zvyraznéni proteinurie
na 4 -5g/24hodin bez sérové nefrotizace a souc¢asné hrani¢ni hodnoty TK bez
organové odezvy. Opakovanym testovanim prokazana jasna zavislost akcentace
proteinurie na fyzické zatézi. Po zméné zaméstnani se proteinurie stabilizuje v
pasmu 1-1,5g/24 hodin s normalizaci hodnot TK. Po nasazeni enalaprilu
proteinurie klesa do do pasma 0,7-1,5g/24 hodin. Kontrolni biospie 1999: FSGN
s prevahou IgA se sklerotizaci (3 z 15 glomeruli) bez znamek aktivity. Od roku
2000 pro hrani¢ni hodnoty TK zavedena kombinovana léc¢ba enalaprilem a
atenololem, av§ak soucasné zhorSena compliance v dodrZovani medikace.
Hrani¢ni hypertenze presto bez organového postiZeni (o¢ni pozadi,
echokardiografie) pri pravidelnych kontrolach, kdy proteinurie osciluje mezi 1-
4 g/24hodin bez sérové odezvy. V roce 2003 mirny vzestup hodnoty kreatininu
100-150umol/l. Posledni vySetieni 15.12. 2004: klinicky bez obtizi, TK 120/80,
kreatinin 141umol/l, proteinurie 3,4g/24hodin. Byla predepsiana medikace a
doporucena kontrola v lednu 05 s novou laboratoii a zvaZenim dalSiho postupu,
na kterou se v§ak nedostavil ani po urgenci. Do nemocnici je privezen 13.4.
sluzbou RZP pro poruchu védomi (GCS 8) s generalizovanymi ki‘eCemi a s
nutnosti intubace. Vstupné naméfena hodnota TK 190/120. Provedeno akutni
CT s nalezem rozsahlého krvaceni do kmene mozkového s postiZenim pontu a
mezencefala. PfeloZen na neurochirurgické oddéleni, kde na NMR dalSi
progrese hemorrhagie s nemoznosti intervence. Po 48 hodinach od zac¢atku
krvaceni umira ve svych 24 letech. Naslednym rozborem zji§téno, Ze od poloviny
ledna tFi mésice neuzival antihypertenzni medikaci.

Zavér: typicky pifipad non-compliance u adolescenta resp. mladého nemocného,
ktery mél zcela zbyte¢né fatalni konec. Jako pediatii budeme i v budoucnu
opakované konfrontovani s takovymi piipady, které jsou Casté predevs§im ve vékové
skupiné adolescentl a mladych dospélych.




NEPHROGENIC HYPERTENSION: THE MEMENTO OF INCONSISTENT THERAPY
AND NON-COMPLIANCE

JOSEF GUT MD
Pediatric Department of District Hospital , Ceska Lipa , Czech Republic

Case report: our patient was treated from his 7 years of age (1988) for focal
segmental IgA-nephritis (FSGN) without attribute of nephrotic syndrome with
normal renal function and blood pressure. Due to steroid resistance a shift to
standard 8 weeks cyclophosfamide regime which resulted in clinical remission.
During long years of follow up he was in a good condition without therapy, only
with occasional transient proteinuria after respiratory infections. The histological
finding in control biopsies (1989, 1994) didn’t reveal any signs of progression. In
1999 he started work as a cook in a restaurant on 12 hours shifts. He was very
satisfied with his job, but proteinuria (4 -5g/24h) and hypertension occurred (blood
pressure dependent to physical load). After switching his job, the proteinuria
stabilised in a range 1-1.5¢/24h and blood pressure normalised. Treatment with
ACE (enalapril) resulted in decrease of proteinuria (0.5-1.5g/24h). A control renal
biopsy in 1999 confirmed IgA- FSGN with sclerotic changes of 3 from 15
glomeruli, but without markers of clear inflammatory activation. In 2000 we
combined enalapril and atenolol for border line hypertension (confirmed using
ABPM) without target- organ damage. Nevertheless, this time we observed patient’s
poorer compliance keeping his therapy regime. During 2000-2003 proteinuria
oscillated in a range 1-4g/24h and creatinine level slightly increased by the end of
2003 (100- 150umol/l). Our last control was on 15" of Dec. 2004: the patient didn’t
declare any somatic complaints, blood pressure 120/80 mmHg, creatinine 141
umol/l, proteinuria 3.4g/24h. His routine medication (enalapril, atenolol) was further
recommended and the next control was scheduled in January 2005, but he missed
this appointment. He occurred in emergency room of our hospital on 13"of April
2005 for a unconsciousness (GCS 8) and generalised convulsions with initial blood
pressure level 190/120. Acute CT examination revealed an extensive pontal and
mesencephalic hemorrhagy, that was confirmed on NMR and he was transferred to a
neurosurgery unit. Unfortunately, the character of lesions excluded an surgical
intervention and the patient died after 48 hours being 24 years old. Later history
revealed total non compliance (the patient did stop his medication for 3 months
period prior the fatal outcome.

Conclusion: this is a typical example of non-compliance in adolescents and young
adults and should draw our attention as pediatricians transferring our patients to
specialists for adult medicine.




PRIJEM SOLI A HYPERTENZE- EXISTUJE U DETI ,,PROGRAMMING* ?

Jan Janda, Pediatricka klinika UK 2.LF a FN Motol, Praha 5

Cetné studie u dospélych prokdzaly, Ze piijem soli ve stravé tzce koreluje
s hodnotami krevniho tlaku —TK (prokazéano). Epidemiologické studie napt. zjistily,
ze nékteré kmeny Indianti v Jizni America (Yanamomo) maji extrémné nizky piijem
soli (i méné nez lg/den), pfitom vysoky piijem K'(rostlinna strava), jejich TK
nekoreluje s vékem a komplikace kardiovaskul. organovych komplikaci jsou velmi
vzécné, podobné zkusenosti jsou ze Salamounovych ostrovi. Na druhé strané vysoky
piijem soli v Japonsku (oblasti s pram. 15g az 60g NaCl/den je spojen s extrémné
vysokou mortalitou na cévni mozkové piihody. 1 pomérné maly vzestup TK
vyznamn¢ zvysuje riziko organovych komplikaci (prokazano). Pocatky esencialni
hypertenze je tfeba hledat jiz v détském véku, problém jisté nevznika 18.
narozeninami a do zna¢né miry rizikovou skupinu tvori déti/adolescenti s TK
v oblasti high normal dle STFR (empirie).

Experimenty na mladych potkanech ukazaly zvySenou senzitivitu viaci ,hypertenznim
stimulim®, ke kterym patii i zvySeny pfijem soli. Otazky: ma nizky resp. vysoky prijem
soli u kojencii a malych déti vliv na pozdéjsi vyskyt hypertenze? Pokud by se to
prokazalo, byla by dieta s omezenim soli prevenci hypertenze. Klinicka studie zr.
1997:celkem 476 novorozenct v NL- a) skupina s nizkym piijmem NaCl, b) skupina s
»hormalnim® pfijmem NaCl. Po 6 més. systola niz§i u a) o 2.1 mmHg. 167 probandi
vySetieno po 15 !'letech, u a) systola nizsi o 3.6 a diastola o 2.2 mmHg (Geleijnse). Dalsi
studie v Israeli: uméla vyziva, skupina a) pramenitd voda k pfipravé NaCl 1.4 mmol/l, b)
vodovod 8.5 mmol/l.. V 8. tydnu zivota u b) TK (5.3/11.1 mgHg vyznamné vyssi. Po 6.més.
ale rozdily jiz nesignifikantni.

U kojenych déti (MM) je vétsinou pifjem NaCl pod 10 mmol Na*/den (0.58 g NaCl
a 0.23 Na’. V 80.1étech koncentrace NaCl ve formulich 3x vys$si nez v MM, dnes
tendence snizovani obsahu NaCl. Ptijem soli u star§ich déti dramaticky stoupa pti
zavadéni smiSené stravy. U 5 letych déti napt. bézn€ az do 95 mmol/den (5-5.5 ¢
soli/ den). VétSina dosud provedenych studii nepotvrdila kauzalni vztah mezi
pfijmem NaCl a hypertenzi, problém mutze spocivat v tom, ze rozdily mohou byt
v oblasti n€kolika mmHg a u déti neni k dispozici dostatek dlouhodobych studii.
V zépadnich zemich dospéli bézné konzumuji 8-9 soli denn¢! Ptitom se doporucuje
6g, stacilo by ale jisté 4g/den. Doporuéeni: kojenci- do 1 g/den, od 1-6 let 2 g, 7-14
let méné nez 5 g- realita: vyznamné piekracovano. Tedy: snizit pfijem NaCl (fast
food!, uzeniny, konzervovana jidla), zvysit pfijem drasliku, sniZit pfijem tukd,
pohyb, prevence obezity. Hyperbola na zavér:

For our nutrient-rich society, once-a-day diuretics may be better than once-a-day vitamins!
Geleijnse: Long-term effects of neonatal sodium restriction on blood pressure.Hypertension. 1997 Apr;29(4):913-7




SALT INTAKE and HYPERTENSION. IS THERE a PROGRAMMING in
EARLY LIFE ?

Jan Janda, Department of Pediatrics, University Hospital Prague-Motol and 2" Medical School,
Charles University Prague, Czech Republic

Numerous epidemiological studies testing impact of high salt intake in adults have been
performed and published. There are sufficient data available from such studies, that high
sodium intake clearly correlates with higher blood pressure (BP). E.g. a group of ethnic
Indians living in South American rain forest reveal an extreme low salt intake, often below
lg/day, parallely with a high intake of potassium (rich vegetables meals). Similarly, an
ethnic group living in Pacific Salomon Islands shows also extremely low salt intake. In both
groups the incidence of hypertension is very rare, so the organ complications due to high
blood pressure are very rare. Otherwise high salt intake as in Japan (up 15-60 g/day!) is
connected with extremely high incidence of hypertension resulting in severe fatal cerebral
vascular complications.

In hypertensive individuals, only a mild decrease of BP results in significant decrease of
morbidity/mortality due to cardiovascular emergencies. It is clear that hypertension does not
arise only since the 18" birthday and we can suppose, that a group at risk are adolescents
with “high normal” BP.

Animal experiments showed an increased sensitivity to “hypertension stimuli” in early life (high
salt intake is one of them). The question is, if the high intake of salt in infants may result later in
higher incidence of hypertension (programming). If this premise would be confirmed, the regulation
of sodium intake may become a typical preventative measurement already in early life.

A clinical study of Geleijnse tested a group of 476 newborns in NL, group &) with low Na* load, b)
with “normal” Na* load. After 6 months the a) group revealed significant lower systolic BP (difference
2.1 mmHg) than the b) group. After 15 years! still 157 adolescents have been tested and
systolic/diastolic BP was found 3.6/2.2 mmHg lower (Hypertension, 1997). Another study in Israel
tested 2 groups of infants fed by formulas (powder dry milk diluted by two types of water): a) spring
water —NaCl 1.4 mmol/l vs. b) pipe line water 8.5 mmol/l. In the 8™ week of the study, the
systolic/diastolic BP was significantly higher in the b)group (5.3/11.1 mmHg). However, this
difference was not present after the 6™ month.

In breast fed children the NaCl intake mostly does not reach 10 mmol/day (ca 0.6 g salt).
The intake rises dramatically later- with 6 years average 5-5.5 g/day, in adolescents and
adults up 8-9 g/day. WHO recommends for adults 6 g/day, but 4 would cover the need
completely. Infants —up 1 g/day, 1-6 years 2 g/day, 7-14 years lesser than 5g/day.
Unfortunately, the real intake is mostly much higher. Pediatricians should inform the
families on the risk of high salt intake, firstly in cases of familial history of hypertension.
The rational diet is to be recommended, avoiding high content of salt meals (fast food, chips,
sausages, conserved meals, adding automatically salt without testing the meal before to taste
it). High intake of potassium (vegetable) may balance the higher salt intake at least partially.

Conclusions: it remains unclear whether high sodium intake in infants and children
increases their risk of hypertension in adolescence and adulthood.
However, there is a biological plausibility for such an effect, and circumstantial
empirical evidence to encourage further research in this field. If there is an
independent effect of early sodium intake on lifetime development of blood pressure,
a major question that remains to be resolved is the age until which such adverse
effects can be reversed

And by the end a hyperbolical sentence: For our nutrient-rich society, once- a- day diuretics
may be better than once-a-day vitamins!

(
Geleijnse JM, Grobbee DE.: J Hypertens. 2002 Nov;20(11):2121-4)




UROLITIAZA U DETi- DIAGNOSTIKA A LECBA 2006- REVIEW

Koc¢vara R
Urologicka klinika VFN Praha, Subkatedra détské urologie IPVZ

Urolitiaza u déti predstavuje v Evropé 1 - 3 % veskeré urolitidzy. U nds jsme zjistili
incidenci 5,8 novych ptipadii na 100 000 déti. Chlapci jsou postizeni ¢astéji, zejména
ve véku do 5 let. S vékem détské litidzy piibyva. U 70% déti byla litidza solitarni a
jednostrannd, u ostatnich se jednalo o jednostrannou mnohocetnou ¢i odlitkovou
litidzu (u 17 %), oboustrannou litidzu (u 11 %) a nefrokalcinézu (u 2 %).

Hlavni komponentou mocového konkrementu je kalciumoxalat Cisty ¢i smiSeny
S kalciumfosfatem — celkem u 75% naSich déti, infekeni litidza se vyskytla u 10%
déti, zejména u chlapci nizsiho véku. Za poslednich 20 let se vyznamné snizil vyskyt
kyseliny moc¢ové v konkrementu z 26 na 5 %.

Zakladni podminkou pro vznik konkrementu je supersaturace litogennimi
latkami.Tvorba konkrementu je multifaktoridlni, etiologicky se nejvice uplatiiuji
metabolické poruchy, déle lokalni faktory jako obstrukce, dieniovd cystoza c¢i
uroinfekce, poruchy GIT. U castéjsi tzv. idiopatické urolitidzy detekujeme pouze
rizikové faktory.

Symptomy urolitidzy jsou zejména u mensich déti nespecifické, diagnozu nejspise
stanovi ultrazvukové a rtg vySetfeni (nativni nefrogram). Vylucovaci urografie je
dilezitd pro rozvahu pfed pouzitim extrakorpordlni litotrypse rdzovymi vlnami
(LERV), dale mlize pomoci u nekontrastnich konkrementd. Nativni spirdlni CT je
vysoce senzitivni pro detekci nejasné ureterolitiazy.

Soucasti komplexni diagnostiky je i vyhledavani rizikovych faktord vzniku litidzy,
zejména metabolickych, a snimi souvisejici kvalitativni a semi/kvantitativni
analyza konkrementu. V tomto smyslu je jasny vztah u konkrementt z kyseliny
mocové, cystinu, xantinu, struvitu, karbonatapatitu, castecné u kalciumoxalatu di- ¢i
mono-hydratu. Jeste pied 1é¢bou by mélo byt vysetfeno sérum na Ca, Mg, P, Na, K,
Cl, bikarbonaty, kreatinin a kyselinu mocovou, déle Brandiiv test na cystinurii a
kultivace moce. Po 1é¢bé pak je tfeba doplnit komplexni metabolické vySetieni
S vySetfenim moce za 24 hodin na litogenni a inhibi¢ni substance.

Cilem 1écby je uvolnéni méstnani moce, odstranéni konkrementu pii zachovani
integrity mocovych cest. Vedle spontanniho odchodu konkrementu je 1é¢bou prvni
volby LERYV, ktera je ale kontraindikovana pii obstrukci mocovych cest, poruchach
koagulace, pii pozitivni bakteriurii, pfi téhotenstvi. Rezidualni konkrementy
se obvykle posuzuji na nativnim nefrogramu a na ultrazvukovém vysetieni nékolik
dni po drceni, dale cca za 3 mésice.

Uplné odstranéni konkrementu lze po LERV doséhnout u 70-98 % nemocnych ( u
nasich 107 nemocnych v 88 %), pticemz tGspéch souvisi s lokalizaci, velikosti a se
slozenim konkrementu a spiSe nesouvisi stypem litotryptoru. Lépe se drti
kalciumoxalat dihydrat, karbonatapatit a struvit, vice rezistentni je kyselina mocova,
kalciumoxalat monohydrat, brushit a cystin. Konkrementy snaze odchazeji po LERV
u déti nez u dospélych, nejlépe dokonce v nejttlejSim véku. Potieba opakovat LERV
se pohybuje mezi 9-28%, pricemz vétsi konkrementy vyzaduji vice sezeni, obecné se
doporucuje mésicni interval mezi jejich opakovanim. Také odlitkové konkrementy
1ze vylécit monoterapii LERV, a to az u 90 % po 2 sezenich. Lepsi vysledky jsou u
kojencli a batolat. V pfipadé¢ LERV ureterolitidzy in situ jsou vysledky lepsi, u
naSich 37 nemocnych jsme dosdhli G¢inné dezintegrace a spontanniho odchodu drti
vV 95 %. Horsi vysledky po LERV lze ocekévat u odlitkového konkrementu starSich
déti, u ,starych cystinovych konkrementi a u dolni kalikolitiazy s nepfiznivym
pribéhem kalichu. Komplikaci je malo, obstrukce mocovodu se popisuje u 0-17%
déti, obvykly hematom neni klinicky vyznamny, nebylo prokdzano dlouhodobé
poskozeni ledviny po LERV, postizeni sousednich organti je vzacné.

Endoskopické odstranéni konkrementu z ledviny (perkutanni extrakce) ¢i ureteru
(ureteroskopie) se pouzivad v détském veéku vzhledem k Gspésnosti LERV vzacng, a
to tam kde nebyla LERV U¢inna. Miniaturizaci nastrojli umoZnila i¢inna a bezpecna
intrakorporalni litotrypse konkrementu pomoci Ho:YAG laseru nebo pomoci
pneumatické (balistické) litotrypse. Pro ureteroskopii jsou indikované velké
konkrementy, vrostlé do stény, cystinové a whewelitové konkrementy, konkrementy
v distalnim mocovodu s ucinnosti 84 % (proximdlni) —100 % (distalni mocovod).
Vykony vyzaduji maximalni Setrnost. Endoskopické metody Ize s vyhodou




arterialni hypertenze s hypokalemii u 5 leté divky kazuistika

A. Kolsky, P. Halaskova, F.Votava®, J.Lebl” M.Panek”
Pediatricka klinika IPVZ a 1. LF UK, FTN, Praha 4
Klinika déti a dorostu 3. LF UK a FNKYV, Praha 10Y
Détské odd. nemocnice D&cin?

Je demonstrovan piipad 5 leté divky, u které pti 1ékaiské prohlidce pied zapocetim
tréninku karate byl naméfen krevni tlak (TK) 170/110-8cm. Rodinna i osobni
anamnéza byly bez pozoruhodnosti. Té¢lesny rist divky od 3. let byl nad 97.
percentilem normy, kostni vék byl opozdén téméf o 2 roky. V objektivnim nalezu
byla fid$i dentice, jinak s vyjimkou hodnot TK byl v norm¢. 24h ABPM: 139/85
mmHg (norma pro dany vék a vysku je 117/75), bez nocniho poklesu. ECHO
srdce: ndlez v normé. Pfi vySetfeni byla zjiSténa hladina kalia 3,32 mmol/l, pfi
kontrolach byla nejniz§i hladina 2,40 mmol/l. Pfitom divka neméla klinické
projevy hypertenze (HT) a hypokalemie. Zavaznd HT s hypokalemii budila
podezieni z renovaskularni hypertenze (RVHT). USG s dopplerem budila podezieni
ze stendzy pravé renalni tepny. Proto provedena selektivni digitdlni subtrakéni
angiografii, ktera vyloucila RVHT. Hypokalemie s nizkou plazmatickou reninovou
aktivitou (0,252 ng/ml/hod), normalnim aldosteronem (0,57 nmol/l) a déale s velmi
nizky kortizolem (20-50 nmol/l) s extrémn¢ vysokou koncentraci ACTH (2572 ng/l)
vedly k podezieni na neobvykly typ kongenitalni adrendlni hyperplazie. Velmi
vysoka koncentrace deoxykortikosteronu (DOC, 16.7 nmol/l), progesteronu (10.4
nmol/l) a pregnenolonu (5.2 nmol/l) ve spojeni s nizkymi koncentracemi 17-
hydroxysteroidu (17-hydroxyprogesteron ~ 0.22  nmol/l,  kortizol) a
dehydroepiandrosteronu (0.03 umol/l) svéd¢i pro defekt enzymu P450c17 (diive
170-hydroxylazy). Tento enzymaticky defekt znemoZznuje tvorbu Kkortizolu,
androgenti a estrogend (i prenatalné). Pii tomto enzymatickém deficitu se nejedna o
hromadéni metaboliti pfed blokem jako napt. u deficitu 11B-hydroxylazy, ale
ustanovuje se nova, patologicka, zpétnovazebna rovnovaha mezi kortikosteronem a
ACTH. Kortikosteron mé& mnohonasobné slabsi glukokortikoidni aktivitu nez
kortizol, proto vyzaduje vyS$$i stimulaci ACTH, proto pacienti vétSinou netrpi
deficitem glukokortikoidi. Dochéazi vsak k vzestupu prekurzorti kortikosteronu -
pfedev§im DOC, ktery mé vyraznou mineralokortikoidni aktivitu. Absence
androgenti prenatalné vede u XY plodu k fenotypicky divéimu zevnimu genitélu,
zatimco vnitini genitdl chybi (miillerovsky inhibi¢ni faktor je funk¢ni, nezavisly na
androgenech). U divky sonograficky nebyla nalezena ovaria ani uterus, struktura
odpovidajici gondd¢ byla zobrazena v tfiselném kandle. Vagina rudimentdrniho
charakteru. Karyotyp potvrdil  genetické muzZzské pohlavi. Substituce
hydrokortizonem vedla k normalizaci hladin ACTH a postupné i TK, ktery do té
doby nebyl ani pfi kombinaci antihypertenziv normotenzni. Po n€kolika mésicich se
pacientka mohla zacit v€novat svému zajmu - karate. Planuje se odstranéni gonad z
davodu mozného maligni zvratu. NejvyznamnéjSim problémem do budoucna bude
pravdépodobné sexudlni sebeidentifikace a nemoznost reprodukce.




SEVERE hypertension AND hypoKalemia in a 5-year-old girl

A. Kolsky, P. Halaskova, F.Votava, J.Lebl” M.Panek”

Dept. of Pediatrics, Thomayer Teaching Hospital, Praha 4

Y Dept. of Pediatrics, 3" Faculty of Medicine, Charles University Praha 10
2 Dept. of Pediatrics, District Hospital D&cin?

Objectives of Study: We report a case report of a 5-year-old girl (25.5 kg,127 cm).
Her blood pressure (BP) of 170/110 was detected during check up (before a
karate training session). Her family and medical history were negative. Over the
last 3 years, the girl’s height exceeded the 97™ percentile (pc) of normal values,
her bone age was delayed by 2 years. He physical findings except the BP values
and hight were normal. Results: Mean BP by 24h ABPM was 139/85 mmHg (95"
pc for hight - 117/75), without night dipping. Echocardiography was normal.
Hypokalemie (2.4-3.3 mmol/l) was present. The girl had no clinical symptoms of
hypertension (HT) or hypokalemia. Despite suspected stenosis of the right renal
artery by Doppler ultrasonography, angiography excluded renovascular HT.
Hypokalemia, low renin (0.252 ng/ml/h), normal aldosterone (0.57nmol/l), very
low cortisol (20-50 nmol/l) and extremely high ACTH (2572 ng/l) made us think
of congenital adrenal hyperplasia (CAH). A very high deoxycorticosterone (16.7
nmol/l), progesterone (10.4 nmol/l) and pregnenolone (5.2 nmol/l) together with
low 17-hydroxycorticosteroids (17-hydroxyprogesterone 0.22 nmol/l, cortisol) and
dehydroepiandrosterone  (0.03 umol/l) demonstrated a P450c17 enzyme defect
(17a-hydroxylase). This defect inhibits cortisol, androgen and estrogen production
(including the prenatal period). In male fetuses, absence of androgens in the
prenatal period leads to feminine phenotype of external genitals, while internal
genitals are missing.. No ovaries and uterus were found by ultrasound examination.
The karyotype was 46,XY. Conclusion: We diagnosed a very rare type of CAH
with a defect in enzyme P450cl7. Hydrocortisone substitution completely
normalized ACTH level and BP values, which had not been previously in the
normal range despite combined antihypertensive therapy. Gonadectomy is planned.
The girl’s sexual self-identification and infertility will probably present the main
problem in future.

Contact: kolsky@ftn.cz
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DETSTI PACIENTI V CESKEM REGISTRU RENALNICH BIOPSII (CRRB)
VYSLEDKY V ROCE 2003

A. Kolsky, E. Jancova, 1. Rychlik, J. Dusek, P. Geier, S. Skalova, M. Hladik, J. Starha, J. Skibova, M.
Kolskd, J. Stejskal, J. Janda, V. Tesaf et al., Cesky registr biopsii ledvin (CRB)

Uvod: CRRB vznikl vramci I interni kliniky (kliniky nefrologie) 1. LF UK
Vv Praze v roce 1994 a obsahuje prakticky vSechny RB vlastnich ledvin u déti, které
byly provedeny v 10 pediatrickych centrech Ceské republice.

Cil prace: uvadi se vysledky CRRB v roce 2003, kdy bylo provedeno celkem 107
biopsii ledvin (RB) u déti a mladistvych < 18 let.

Vysledky: primérny vék souboru pii biopsii byl 12.3+4.8 roku (0,5 - 18 r.). Chlapct
bylo 64 (60 %), divek byla 43 (40 %). 9.3 % bylo déti <5 let, 15.9 % bylo 5-10 let,
29.9 % bylo 10-15 let a 44.9 % < 18 let. Prakticky viechny biopsie u déti v CR se
dnes provadéji pod ultrazvukovou kontrolou (97.2%) a v 62.3 % byl pouzit tzv.
biopsy gun.

Nejcastejsim bioptickym nalezem byla primarni glomerulonefritida (GN) (53.4 %)
a sekundarni GN (41.1 %). Nejcastéjsi primarni GN byla IgA nefropatie (26.2 %) a
nefroticky syndrom (NS) (16.8 %). U NS bylo zastoupeni: 9.3 % IgM nefropatie, a
shodné po 3.8 % minimalni zmény a fokaln¢ segmentalni glomeruloskleroza. Ze
sekundarnich GN byl nejcastéjsi syndrom tenkych membran (22.4 %), Alportiv
syndrom (6.5 %), lupusova nefritida (5,6 %) a Henoch-Schonleinova purpura (3.8
%).

Komplikace: celkem v 57% byla po renalni biopsii zastizena mikroskopicka
hematurie, makroskopickd ve 21.5%, proteinurie pak v 75.5 % (10.3 % byla >
3,5g/24h), jisté vétsinou bez souvislosti s vykonem. Celkem 19.8 % pacientii mélo
arterialni hypertenzi. Klinicky zdvazné komplikace se vyskytly u 1.8 % pacientti
(makrosk. hematurie, krvaceni), 21.5 % déti mélo pii ultrazvukové kontroe patrny
maly klinicky nevyznamny hematom.

Zavéry: Cesky registr renalnich biopsii poskytuje dilezité informace o
epidemiologii, indikacich a mize byt stimulem a podkladem k né€kterym planovanym
studiim, predev§im glomerulopatii.

E-MAIL: KOLSKY@FTN.CZ




CHILDREN IN THE CZECH NATIONAL REGISTRY
OF RENAL BIOPSIES - (RESULTS FROM 2003)

A. Kolsky, E. Jancova, 1. Rychlik, J. Dusek, P. Geier, S. Skalova, M. Hladik, J. Starha, J. Skibovéa, M.
Kolska, J. Stejskal, J. Janda, V. Tesafr et al., Czech Registry of Renal Biopsies

Objectives of study: this report summarizes data collected by the Czech National
Registry of Renal Biopsies (CRRB). Altogether 107 renal biopsies (RB) in children
and adolescents < 18 years have been performed in 2003. CRRB has been run since
1994 and includes currently 10 pediatric centres performing practically all RB of
native kidney in children.

Results: mean age at biopsy 12.3+4.8 yrs (0.5 -18 yrs). Altogether 64 boys (60%),
and 43 girls (40%). Age: 9.3% of children were <5 yrs, 15.9% were 5-10 yrs, 29.9%
were 10-15 yrs and 44.9% were < 18yrs.

Techniques: 97.2% of RB were performed using ultrasound needle guidance, in
62.3% a biopsy gun was used.

Histopathological findings: primary glomerulonephritis-GN (53.4%) and secondary
GN (41.1%) were the most frequent . Among the primary GN, the most common
GN was were IgA GN (26.2%) and nephrotic syndrome (16.8%). Nephrotic
syndrome was IgM GN 9.3%, minimal change disease (3.8%) and focal segmental
glomerulosclerosis (3.8%). Secondary GN included thin-membrane glomerulopathy
(22.4%), Alport syndrome (6.5%), lupus nephritis (5.6%) and Henoch-Schonlein
purpura (3.8%).

Complications after biopsy: microscopic hematuria awas present in 57%, gross
hematuria in 21.5%, proteinuria in 75.5% (10.3% > 3,5g/24h)-mostly as sign of the
primary disease. Altogether 19.8% of patients were hypertonic.

Clinically serious complications were reported in 1.8% of patients (large gross
hematuria) Small subcapsular hematoma appeared in 21.5% children.

Conclusion: Czech Registry of Renal Biopsies includes children and provides
important information on epidemiology and feature of renal diseasess in the
Czech Republic na may serve as a source and stimulus for evaluation this field.

E-mail: kolsky@ftn.cz
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ENURETICKY ALARM V LIECBE PRIMARNEJ NOCNEJ ENUREZY

Kovacs L, Gecikova M, Radvanska E, Rittig S.
2.detska klinika Lekarskej fakulty Univerzity Komenského a Detskej fakultnej nemocnice a Detska
klinika, Univerzita v Arhuse, Dansko

Ciel'om prace bolo hodnotit’ u¢innost’ a ur€it’ indikécie lieCby enuretickym alarmom
U pacientov s primarnou no¢nou enurézou. Pacienti a metdédy: 12 tyzdiova liecba
enuretickym alarmom sa aplikovala u 21 deti (13 chlapcov a 9 dievcat) starSich ako
9 rokov (12,6+0,66 rokov). No¢na diuréza sa sledovala v priebehu 14-dnii pred
zacatim liecby a potom opakovane po 6 tyzdioch terapie. Funkéna kapacita
mocového mechura (FKM) sa definovala ako najvicSia spontanna denna porcia
mocu. Vysledky: Liecba bola uspesna (14 suchych noci po ukonceni terapie) u 13
deti (skupina U), parcialny tspech (skupina PU) sa dosiahol u5 pacientov. Z
d’alsieho hodnotenia boli vyradené udaje od troch enuretikov, ktori sa nedokazali
zobudit’ na alarm. Nezistili sme stuvislost medzi G¢innostou alarmovej terapie
avekom resp. pohlavim pacientov. Deti v skupine PU mali v porovnani s
pacientami v skupine U niz§iu FKM (0,49+0,06 vs. 0,71%0,06, p<0,05), CastejSie
denné mikcie (7,66+0,33 vs. 5,66+0,47, p<0,05) avysSiu nocni diurézu
(1,49+£0,14 vs. 1,09+0,08, p<0,05). Po 6-tyzdnoch liecby ani v jednej skupine
nedoslo ku signifikantnym zmenam tychto parametrov. Noktaria vznikla u 60%
deti. Zaver: Nizka FKM a vysSia nocnd diuréza st dolezitymi indikétormi
obmedzeného efektu lieCby alarmom. Tento nalez upozoriiuje na dolezitost’
hodnotenia "troch systémov" pred volbou lie¢ebného postupu. V danej skupine
pacientov sa nezistilo signifikantné zvysenie FKM po 6-tyzdiove] terapii
alarmom, aj ked’ d’alSia praca referovala o jej zvySeni po 12 tyzdnoch liecby.




ALARM TREATMENT FOR MONOSYMPTOMATIC NOCTURNAL
ENURESIS

Kovacs L, Gecikova M, Radvanska E, Rittig S.
Department of Pediatrics, Comenius University, Bratislava, Slovakia, Department of Pediatrics, Skejby
Hospital, Arhus, Demark

Despite several studies, little is known about the mechanism of action of enuresis
alarm systems. We studied monosympotomatic nocturnal enuretics (NE) treated with
alarm systems for 16-weeks with special reference to changes in their functional
bladder capacity (FBC). Patients: 21 children (13 boys and 9 girls) aged >9 yrs
(12,6+0,66 yrs) participated the study. Patients were asked to wear diaper for 14-days
before and repeatedly after 6-weeks of alarm treatment to determine nighttime
diuresis, daytime voidings were recorded during the weekends.

Results: 13 children achieved success defined as 14 consecutive dry-nights (group
S), five were classified as partial success (PS). Data from three children with
inability to wake due to alarm were noét included. Age and gender were unrelated to
outcome, but low FBC (maximum daytime volume, expressed as percentage of
expected volume for age), frequent daytime voiding and higher nighttime diuresis (as
% of FBC) were significantly associated with limited effect of the alarm (0,71+0,06
vs. 0,494+0,06, p<0,05 and 5,66+0,47 vs. 7,66+0,33, p<0,05 and 1,09+0,08 vs.
1,49+0,14, p<0,05, respectively). 6-weeks treatment did not result in significant
changes of these variables in either group. 60% of children developed nocturia with
significantly higher diuresis on nocturia-nights only in group S (375,1£60,2 vs.
220,8+31,1, p<0,05), but not in group PS. Conclusion: Low FBC with higher
nighttime diuresis (given as % of FBC) was found to be an important predictor of
alarm failure. This finding reinforces the importance of assessment of the "three
systems" before embarking on treatment. In this study, no significant change in FBC
was observed after 6-weeks of treatment, although a previous report suggested
increased bladder storage capacity after 12-weeks of alarm.




CHLOPNE ZADNI URETRY JAKO FETALNI UROPATIE

K1z Jan, "Moravek Jifi, 'ZZeman Lubog, 'Dusek Michal, “Cihaf Martin
"Klinika détské chirurgie Fakultni nemocnice v Motole a 2.LF UK, Praha
2Novorozenecké oddéleni s JIRP Fakultni nemocnice v Motole a 2.LF UK, Praha

UVOD A CILE: Chlopné zadni uretry (PUV) mohou piisobit vyznamnou
infravezikalni ptekazku s oligohydramnion, chronickou moc¢ovou retenci a dilataci
hornich mocovych cest. Leh¢i formy PUV  se projevi mikénimi potizemi, infekci
mocovych cest nebo inkontinenci moce u starSich déti. Cilem naSi prace je
upfesnit kriteria prenatalni diagnostiky PUV a nacasovat a urcit 1é¢ebny postup po
porodu.

MATERIAL A METODA: Podezieni na PUV se zaklada na vysledku
prenatalniho ultrazvukového screeningu plodi. V' posledni dobé lze diagnozu
jednoznacné urcit vySetfenim nuklearni magnetickou rezonanci plodu in utero.
Podle stavu plicni hypoplazie lze indukovat piedCasny porod. Po porodu
zakladame punk¢ni epicystotomii, vySetifujeme renalni funkce, mikéni cystografii
a dynamickou scintigrafii ledvin. U déti s normalni renalni funkci indikujeme
casnou transuretralni discizi chlopné, je-1i pfitomna rendlni insuficience nebo pii
urosepsi  indikujeme dlouhodobou derivaci moce (vezikostomii nebo
ureterostomie).

VYSLEDKY: V letech 1999-2003 jsme 1¢¢ili 10 chlapcti s chlopni zadni
uretry diagnostikovanou prenatalné. Discizi chlopni jsme provedli ¢asné podle
velikosti chlapecké uretry od 3 do 12 mésict. Vezikostomii jsme indikovali v 6
ptipadech a oboustranné ureterostomie jsme provedli u jednoho pacienta.

ZAVER: Renalni funkci déti ohrozuje kongenitalni rendlni dysplazie a
postnatalni obstrukce nebo reflux. VEasna normalizace intravezikalniho tlaku a
spontanni moceni podminuje fyziologicky vyvoj funkce mocového méchyte.
Dlouhodoba derivace moce je nezbytna jen u déti s rendlni insuficienci.
Kratkodobé derivujeme mocovy méchyt do transuretrdlniho odstranéni chlopni u
vSech pacienti s PUV. Po odstranéni chlopni mo¢i chlapci spontanné, je ale nutné
pfisné sledovani.

VZ MZ0O 00064203/6310




POSTERIOR URETHRAL VALVES AS A FETAL UROPATHY

K{iZ Jan, Moravek Jiti, Zeman Lubos, Dugek Michal, Cihai Martin
Dept. of Pediatric Surgery, Dept. of Neonatology , Neonatal Intensive Care Unit,
Charles University Hospital Prague-Maotol

AIM OF STUDY::

Posterior urethral valves (PUV) form usually important infravesical obstruction with
oligohydramnions, chronic urinary stasis and dilatation of upper urinary ways.
Milder forms of PUV present as dysuria, urinary tract infection or incontinence in
older children. The aim of our work is to precise the prenatal diagnostic criteria and
timing of the therapeutic strategy.

MATERIAL AND METHODS:

PUV are usually suspected on prenatal US. The MRI of the fetus in utero is
diagnostic. According to general status of the fetus and its pulmonary function a
preterm delivery may be indicated. Shortly after birth a catheter is introduced in the
bladder via puncture set ( epicystostomy ). Then the renal function is evaluated, and
MCUG and renal scan are performed. If the renal function is within normal limits an
early transurethral discision of the valves is indicated. If there is renal insufficiency
or urosepsis a long term urinary diversion such as vesicostomy or ureterostomies is
indicated.

RESULTS:

Between 1999- 2003 we have treated 10 boys with PUV diagnosed prenatally. A
transurethral discision was performed between 3- 12 months of age according to the
diameter of the urethra. A vesicostomy was done in 6 boys and bilateral
ureterostomies in one.

CONCLUSION:

Renal function in children with infravesical obstruction is jeopardized by congenital
renal dysplasia, vesicouretral reflux and neurogenic dysfunction of the bladder. An
early normalisation of the intravesical pressure and an early onset of spontaneous
voiding make possible the normal developement of the bladder function. A long term
urinary diversion is necessary only in children with impaired renal function. A short
term vesicostomy is necessary in all boys with PUV before transurethral incision.
After valve ablation boys usually void spontaneously. A close follow-up is
mandatory.

VZ MZO 00064203/6310




TROMBOZA RENALNI ZILY U NOVOROZENCE

J. Kucera', J. Langer’, L. Vepiekova’

! Ustav pro pé¢i o matku a dit&, Praha

2 Klinika dé&tského a dorostového 1ékatstvi VFN, Praha
® Centralni hematologicka laborator VFN, Praha

Cil
Zhodnotit incidenci, rizikové faktory, klinicky pribéh a dlouhodobé nésledky
trombozy renalni zily (RVT) u novorozence.

Metoda
Retrospektivni analyza ptipadu v perinatologickém centru za 13 let.

Vysledky

V letech 1991-2004 jsem diagnostikovali RVT u 9 novorozenc (28:100.000)
S primérnou porodni hmotnosti 1604g (620-3500) a pramérnym gestacnim stari 31
(25-40) tydnu. Sex ratio M:F bylo 8:1. Diagnoza byla stanovena ultrazvukem, ktery
byl indikovan na zakladé klinického a laboratorniho nalezu. Pramérny vék v den
manifestace byl 18 dni (1-58). Hematurie byla pfitomna u vSech postizenych,
pfechodna hypertenze u 5 pacientli. Rezistence odpovidajici ledvin€ byla hmatnd u 7
pacientii. U vSech byla RVT doprovazena trombocytopenii. Prib¢h ¢asto imitoval
sepsi. Pravé rendlni Zila byla postizena v 5 ptipadech, leva ve 4. U dvou pacientd
jsme navic diagnostikovali trombézu dolni duté zily (IVC). Centralni zilni nebo
umbilikalni katetr byl pied diagnézou zaveden u 5 pacientli. Vrozena trombofilie
byla prokazanu u 4 pacientd. U jednoho pacienta doslo k trombdze po operaci GIT.
Vsichni pacienti byli l1éCeni antikoagulantii. U Zadného z pacientli nevedla RVT
k t¢Zkému akutnimu renalnimu selhani. VétSina pacienti byla dale sledovana
hematologem a nefrologem. U vSech pacientli doSlo k redukci rozméri a funkce
postizené ledviny na 0-33%. U dvou vznikla v pozdéjsim veéku hypertenze, pro
kterou jeden z nich podstoupil nefrektomii. U obou pacienti s trombozou IVC
nedoslo k jeji rekanalizaci a zatim ani ke specifickym obtizim, oba jsou vSak ve
sledovani kratce (narozeni v r. 2002, resp. 2004).

Zavér
RVT patii mezi vzdcné diagndzy s pomérné zavaznymi ndsledky. Analyzou naSich
piipadi bychom radi ptispéli k jejimu ¢astéjSimu diagnostikovani v CR.




NEONATAL RENAL VEIN THROMBOSIS

J. Kuéera®, J. Langer?, L. Veptekova®

! Institute for the Care of Mother and Child, Prague

Z Children’s Hospital of Charles University, Prague

® Central haematology laboratory, Charles University, Prague

The aim of the study

Assessment of incidence, risk factors, clinical course and long-term outcome of
neonatal renal vein thrombosis (RVT).

Methods

Retrospective case analysis in tertiary centre for perinatal medicine (13 years period).
Results

We have diagnosed RVT in 9 newborns (incidence 28:100000) in the period 1991-
2004. In this group the mean birth weight was 1604g (620-3500), mean gestational
age was 31 weeks (25-40) and sex ratio M/F was 8/1. Diagnosis was based on
ultrasound scan performed after clinical and laboratory findings consistent with RVT
appeared. Mean age of first symptoms was 18 days (1-58). Hematuria was present in
all nine patients whilst transient hypertension in five of them. Abdominal mass
corresponding to enlarged kidney was palpable in seven out of nine patients.
Thrombopenia accompanied all cases of RVT in our group. Clinical course was to
same extent similar to neonatal sepsis. Right renal vein was affected in 5 and left
renal vein in 4 patients. Thrombosis of inferior vena cava (IVC) was found in
addition in two cases. Central venous line or umbilical venous catheter was used
before RVT appeared in 5 neonates. Congenital thrombophilia was diagnosed in 4
patients. In one case RVT appeared after abdominal surgery. All patients were
treated by anticoagulants. We did not observe acute renal failure as we fortunately
did not have bilateral RVT in our group. Most of our patients were followed by
pediatric hematologist and pediatric nephrologist. In al affected kidneys we observed
reduction in size. Kidney function was reduced down to 0-33%. Two patients
developed late hypertension which led to nephrectomy in one of them. In both
patients with IVC thrombosis we could not demonstrate IVC recanalisation and
surprisingly we did not see any specific symptoms so far (both children are relatively
young at the time of study).

Conclusion

RVT is a rare condition with high risk of long term consequences. Analysis of our
experience with nine cases during 13 years will hopefully contribute to its more
frequent diagnosing in the Czech Republic.




PRENATALNi SON()GRAFICKA DIAGNOSTIKA VROZENYCH VAD
MOCOVEHO SYSTEMU

J.Laubova )
Détska klinika IPVZ, Masarykova nemocnice Usti nad Labem

Indikacemi Kk cilenému vySetieni mo¢ového systému plodu jsou nejéastéji
oligohydramnion ¢i anhydramnion, hypotrofie plodu, zvySena koncentrace
alfa-fetoproteinu v séru matky, vyskyt vrozenych vad moc¢ového systému
V rodinné anamnéze a nalez jiné vrozené vady u postiZzeného plodu.

Prenatalni sonografii jsme schopni detekovat nasledujici stavy: obstrukéni
uropatie
/nejcasteji hydronefrozu se stendzou v pelviureteralni junkci, chlopenn zadni uretry,
megaureter/, cystické onemocnéni ledvin / nejcastéji multicystickou dysplazii/,
renalni agenezi €i dystopii , nador ledviny.Ve sdé€leni jsou ukazany sonogramy téchto
vad.

Vrozené vady mocového systému mohou mit za nasledek rozvoj chronické
renalni insuficience v raném véku, prenatilni vySetieni umozZnuje tyto vady vcas
odhalit a zacit 1éCit, v nejtézSich pripadech je moZné ukoncenim gravidity
predejit narozeni téZce postiZeného ditéte.Dulezité je, aby cilena vySetieni
provadéli odbornici z Fad détskych urologi ¢i nefrologii, ktefi maji zkusSenosti
nejen s prenatalni diagnostikou ale i s postnatalnim osudem postiZenych déti.




FETAL ULTRASONOGRAPHY OF URINARY TRACT ABNORMALITIES

Jana Laubova
Dept. of Pediatrics, Masaryk Regional Hospital, Usti nad Labem

The presence of oligohydramnion, an elevated alpha-fetoprotein concentration in
maternal serum, a small for date fetus and a positive family history of renal disease
are specific indications to perform prenatal ultrasonographic examination of the
urinary tract.

In the years 1993-2004 were performed fetal sonographic examinations of urinary
tract in 579 fetuses. The majority of first examinations was realized in 21 week,
control examinations after 30 week of a pregnancy. There were found 183
pathological findings i.e. 31.6% of all cases. Most frequently were detected urinary
tract abnormalities such as urinary tract obstructions /ureteropelvic junction
obstruction, posterior urethral valve, megaureter /, cystic kidney /most frequently
unilateral multicystic renal dysplasia/ and bilateral renal agenesis. 61 children with
a confirmed abnormality were treated surgically postnatally.

After extensive discussions with the pregnant mother and her family, the pregnancy
was terminated by arteficial abortion in 37 cases, i.e. in 20.2% of all pathological
findings. The main reasons was bilateral renal agenesis, bilateral renal cystic
dysplasia and some genetic syndromes with poor prognosis. Prenatal findings and
results of autopsy of the fetus correlated in 97.3% cases.

Prenatal scans of all these abnormalities are shown.

Urinary tract abnormalities could be a cause of early renal insufficiency in
childhood. Prenatal diagnosis of urinary tract abnormalities facilitates optimal
postnatal care, including early surgical intervention for those abnormalities requiring
immediate relief of obstruction.

Also, there is possible to inform the parents on the expected poor postnatal
prognosis in the most severe cases and let them to decide if to terminate the
pregnancy .




VySetiovani glomerularni filtrace u déti.

J. Liskova, E.Baldikova, A.Kolsky, M.Kolska"
Pediatricka klinika IPVZ a 1. LF UK, FTN, Praha 4
Klinika déti a dorostu 3. LF UK a FNKYV, Praha 10Y

Stanoveni glomerularni filtrace ledvin (GF) je zdkladni nefrologicka
vySetfovaci metoda, kterd nas informuje, kolik filtratu projde glomeruly.
U chronickych renédlnich onemocnéni vySetteni GF umoZnuje posoudit
miru progrese onemocnéni a pii kontrolach také dynamiku procesu..
Hodnotou GF se tidi i zah4jeni dialyzy nebo transplantace ledvin. GF
se uziva téz pii optimalnim davkovani fady 1€kti. Pro hodnoceni GF se
uziva pojem renalni clearance (anglicky to clear znamena Cdistit), ktery
oznacuje vztah mezi vylou¢enym mnozstvim sledované latky do moci a
jeji plazmatickou koncentraci. V klinické praxi se ke stanoveni GF uziva
vice metod, at’ jiZ endogennich (kreatinin) ¢i exogennich (inulin,
radioizotopy). GF se v béZne¢ praxi hodnoti pomoci clearance
kreatinu. Tato metoda stanoveni GF muiZze byt ovlivnéna fadou faktort
(napft. choroby ledvin, zmenSeni svalové hmoty, dieta, Iéky). Hlavnim
zdrojem mozné nepiesnosti je vSak nutny sbér moci. Z toho ditvodu u
déti je provedeni této metody technicky obtizné a vysledek neni
spolehlivy. GF lze stanovit téZ vypocétem, kdy se vychazi z hodnoty
sérového kreatininu a z parametrd, které maji vliv na hodnotu GF
(pohlavi, stafi, télesnd hmotnost, t€lesna vyska). U téchto metod
stanoveni GF odpada nutnost sbéru moc¢i. Pro vypocet GF existuje fada
vzorcl, které nejsou sice zcela presné, ale pro klinickou praxi jsou
jednoduché a pomérné spolehlivé. Pro déti se uziva nejCastéji vzorec
dle Schwarze, pro dospélé se uziva nejvice vzorec dle Cockrofta a
Gaulta. V poslednich letech se pro stanoveni GF velmi rozsitilo
stanoveni Cystatinu C v krvi. Provedeni je jednoduché, je potfeba pouze
jeden odbér krve. Neni nutny sbér moci. Cystatin C mtZe odhalit casnou
fazi glomerularniho poskozeni, kterd nemusi byt pfi pouziti clearance
kreatininu prokazana. Zavér: v bézné pediatrické praxi je vhodné
hodnotit GF vypoctem dle Schwarze. Hodnoceni GF pomoci cystatinu
stanoveni kreatininu. Klasickd metoda clearance kreatininu u déti neni
vzhledem k nutnému sbéru moci spolehliva metoda.




RENALNE PRICINY HYPOMAGNEZIEMIE V DETSKOM VEKU

Mraz Martin, Baltesova Tatiana, Sadova Eva, Podracka Cudmila
I. Klinika deti a dorastu LF UPJS a DFN Kosice
Prednosta: Prof. MUDr. L. Podracka, CSc.

Autori prindSaji pohl'ad na diferencialnu diagnostiku a lie¢bu rendlnej
hypomagneziémie v detskom veku na kazuistike pacienta s familiarnou
hypomagneziémiou s hyperkalcitriou a nefrokalcin6zou.




RENAL HYPOMAGNESIEMIA IN CHILDHOOD

Mraz Martin, Baltesova Tatiana, Sadova Eva, Podracka Cudmila
1* Department of Paediatrics, Safarik University, Kosice, Slovakia

Authors focus on differential diagnosis and therapy of renal hypomagnesaemia in childhood. Case
report of familiar hypomagnesaemia with hypercalciuria and nefrocalcinosis is presented.




ZVYsENE PRODUKTY KONCOVEJ GLYKACIE A PROINFEJAMA(V?NE
CYTOKINY U DETI S CHRI A PO TRANSPLANTACII OBLICIEK-
KAUZALNE SPOJENIE?

Ypodracka, .2, Sebekova, K., °Heidland, A.., > Schinzel, R., 1 LF UPJS, Kosice, SZU Bratislava,
University Wuerzburg, Germany

Produkty koncovej glykécie (AGEs) patria k novorozpoznanym uremickym
toxinom. Indukuji nadmernti tvorbu proinflamac¢nych cytokinov a zvysuju
oxidaény stres, ¢im vyznamne prispievaju ku chronickému systémovému zapalu v
uremickom millieu.

Ciel'om prezentovanej Stadie bolo objasnit’ ulohu AGEs udeti s roznym
stupiom renalnej insuficiencie a po transplantacii obliciek (Tx).

Material _a metody. V subore 30 deti (11 s konzervativnou lie¢bou
xsCr=205,7+ 17,5 umol/l; 10 deti na dialyze xsCr= 698+48.9umol/l; a 9 pacientov
po Tx sCr= 1159412 umol/l) sme vySetrili fluorescencné¢  AGEs,
karmoxymethyllyzin (CML) a marker peroxidacie lipidov - substanciu podobnu
lipofuscinu (LFLS). Z markerov zapalu sme vySetrili CRP, IL-6 a TNF-alfa.
Vysledky sme porovnali s kontrolnou skupinou 20 zdravych deti.

Vysledky. AGEs boli signifikantne zvySené vo vSetkych 3 skupinach,
s maximom u dialyzovanych pacientov. Vyska kreatinémie pozitivne korelovala
s AGEs (r=0.89, p<0.001) a CML (r=0.65, p<0.001). Priemerné hodnoty TNF-alfa
Vv sére boli vyssie u deti s konzervativnou liecbou CHRI ako u dialyzovanych a Tx
pacientov (40.8 pg/ml resp. 24pg/ml a 33pg/ml p<0.005).

Zaver: Udeti sCHRI st vyznamne vysSie AGEs, kym prozéapalové
parametre okrem TNF-alfa stapaji miernejSie. Vysledky nasej studie poukazuji na
vyznam AGEs pri chronickom systémovom zapale.




ENHANCED LEVELS OF ADVANCED GLYCATION END PRODUCTS (AGES) AND
PROINFLAMMATORY CYTOKINES IN CHILDREN WITH CRI AND AFTER KIDNEY
TRANSPLANTATION- CAUSAL RELATIONSHIP?

“Podracka, I.%, Sebekova, K., °Heidland, A.., * Schinzel, R.
LLF UPJS, Kosice, SZU Bratislava, *University Wuerzburg, Germany

Advanced glycation end products (AGES) are classified as a new group of uremic
toxins. AGEs might induce the production of proinflammatory cytokines and
increase  oxidative stress, whereby they significantly contribute to the chronic
inflammatory state in uremic milieu.

The aim of the present study was to elucidate the role of AGEs in children with CRI
and renal replacement therapy by dialysis (Dx) and transplantation (Tx).

Material and methods. In whole group of 30 children (11 on conservative therapy
xsCr=205,7+ 17,5 umol/l; 10 children on Dx xsCr= 698+48.9umol/l; a 9 patients
after Tx sCr= 115.9+12 umol/l) we investigated the fluorescent AGEs,
carboxymethyllysine (CML) and lipofuscin-like substance (LPS), a marker of lipid
peroxidation. As markers of inflammation  CRP, IL-6 and TNF-alfa were
determined.

Obtained results were compared with those measured in 20 age and sex matched
healthy children.

Results. The mean levels of AGEs were significantly higher in all 3 groups of
patients with maximum levels in Dx children. The positive correlations have been
found between serum creatinine and AGEs (r=0.89, p<0.001) and CML (r=0.65,
p<0.001) respectively. The mean plasma levels of TNF-alfa were higher in children
on conservative treatment compare to Dx and Tx patients (40.8 pg/ml resp. 24pg/ml
a 33pg/ml p<0.005).

Conclusions. In children with CRF plasma levels of AGEs are markedly enhanced,
while proinflammatory markers (except TNF-alfa) rising less dramatically.

Our data are showing to the important role of AGEs in chronic inflammatory state.




INCIDENCIA CHRONICKEHO RENALNEHO ZLYHANIA U DETi NA SLOVENSKU

Podracka L. za skupinu detskych nefrologov SR
1. Klinika deti a dorastu, KoSice

Vyskyt chronickej renalnej insuficiencie (CHRI) v detskom  veku
celosvetovo narasta. V epidemiologickom prieskume vykonanom v r. 2002 bola
prevalencia CHRI na Slovensku u deti do 18 rokov 18.2/pmp resp. 71.7/pmcp a
prevalencia RRT (Dx aTx) 7.4/pmp resp. 29.3/pmcp. V prednaske uvedieme
aktualne Statistické udaje o naraste CHRI za roky 2003 a 2004 v SR.

Vysledky. V roku 2003 sme v SR zaznamenali 12 novych pripadov CHRI, ¢o
predstavuje ro¢nt incidenciu 2.2/pmp resp. 12.1/pmcp. Priemerny vek deti bol 11.5
roka, priemernd hodnota s-kreat: 188,9umol/l. NajcastejSou pric¢inou CHRI boli
VVCH (5, ziskané nefropatie 3, PKD 2, in¢ 2). 7 deti malo hypertenziu vyzadujacu
liecbu. 6 deti uzivalo EPO pre rendlnu anémiu. Ani jedno dieta nemalo v Case
zistenia CHRI poruchu rastu. Transplantovalo sa 11 deti, u 2 pacientov iSlo o druhu
transplantaciu obli¢ky. Priemerny vek v ¢ase Tx bol 16.2roka. Pri¢inou renalneho
zlyhania boli ziskané nefropatie (5), VVCH (3) a hereditarne nefritidy (3). 2 deti
prekonali akutnu rejekciu. 5 pacientov malo po Tx hypertenziu.

V roku 2004 sme zaznamenali 15 novych pripadov CHRI. Ro¢na incidencia CHRI
v roku 2004 bola 2.7/pmp resp. 15.1/pmcp. Priemerny vek v ¢ase zistenia CHRI bol
8 rokov, priemernd hodnota s-kreat: 242umol/l. Najc€astejSou pricinou zlyhania boli
VVCH (6), ziskané nefropatie (4), hereditarne nefropatie (3) a iné (2). 4 deti mali uz
rastovl retardaciu ale ani jedno neuzivalo rHUGH. Hypertenziu mali 3 deti a 3
boli lie¢eni EPO. Do CHDP bolo zaradenych 10 deti. Tx nebolo ani jedno dieta.
Ro¢néa incidencia RRT udeti na Slovensku bola 1.8/pmp resp. 10/pmcp.
Priemerny vek v Case zacatia Dx bol 10.5 roka, s.kreat: 538umol/l. Pri¢inou CHRI
u Dx deti boli ziskané nefropatie (5), VVCH (3) a iné (2). 3 deti boli na HD a 7 na
PD.

Zaver: ro¢na incidencia CHRI na SR ma vzrastajiicu tendenciu, vek deti v Case
zistenia CHRI kles4a. Hlavnou ulohou, ktorej ¢elia detski nefrolégovia na Slovensku
je urgentné obnovenie transplantécii.




INCIDENCE of CHRONIC RENAL INSUFFICIENCY in CHILDREN in the
SLOVAK REPUBLIC (2003 and 2004)

Podracka L. on behalf of the Slovak Pediat. Nephrologists
1st. Dpt. Pediat., Kosice, SR

Prevalence of CRI in children is growing all of the world. According the national

survey the prevalence of CRI in children under 18 years in SR in 2002 was
reported as 18.2/pmp or 71.7/pmcp, respectively. The prevalence of RRT (Dx and
Tx) was 7.4pmp or 29.3/pmcp, respectively. The statistic data regarding the annual
incidence of CRI in children will be presented.
Results. There were reported 12 new cases with CRI during the 2003, giving an
incidence of 2.2/pmp or 12.1/pmcp resp. The mean age of children was 11.5 years,
mean s-creat:188.9umol/l. The most frequent etiologies of CRI were: congenital
anomalies (5, acquired nephropathies 3, PKD 2, others 2). 7 from total children
suffered from hypertension, 6 ptx were treated with EPO. No child had growth
retardation. Total 11 children had undergone renal Tx , in 2 of them 2ndTx has been
performed. The mean age in time Tx was 16.2 years. The causes of CRI were:
acquired nephropathies(5), congenital anomalies (3) and hereditary disorders (3).
The acute rejection developed in 2 children. Hypertension occurred in 5 Tx ptx .

15 new cases of CRI had been diagnosed in 20042, giving an incidence of
2.7/pmp or 15.1/pmcp respectively. The mean age at the time of CRI was 8 years,
mean s-creat:242umol/l. The major causes of CRI were: congenital anomalies (6),
acquired nephropathies(4) hereditary disorders (3) and others (2). Growth
retardation was presented in 4 from total children, however none of them was treated
by rHUGH. Hypertension occurred in 3 ptx, 3 children were treated by EPO.

Dx was introduced in 10 children. The incidence rate of the RRT was
1.8/pmp or 10/pmcp respectively. The mean age at the time of Dx was 10.5 years, s-
creat: 538umol/l. The major diseases causing ESRD were: acquired nephropathies
(5), congenital anomalies (3) and others (2). PD was used more frequently than HD
(7 or 3, respectively).

Conclusions. The incidence rate of CRI in children in SR is increasing, however,
the age at the time of CRI is decreasing. The urgent task for pediatric nephrologists
in SR is to restore the renal transplant program.




POKOUSANI MRAVENCI JAKO PRICINA SEKUNDARNIHO
NEFROTICKEHO SYNDROMU

Ryba Ludék, Matéjek Tomas
Détské oddéleni Nemocnice v Usti nad Orlici

Kasuistika:

Pétilety chlapec byl pokousan nékolika lesnimi mravenci na pravé dolni konceting.
Béhem 2 dnd se objevily generalizované otoky vsech koncetin a skrota a difuzni
petechie az sufuze. Ctvrty den se rozviji znamky sekundarniho nefrotického
syndromu, oligurie, vyznamnéd proteinurie, hypertenze a progreduji otoky. Po
nasazeni Prednisonu v ddvce 2 mg/kg/den mizi otoky i petechie, moCovy nalez
(proteinurie, erytrocyturie, leukocyturie i1 cylindriurie) ustupuji pomaleji. Lécba
Prednisonem ukoncéena po 5 mésicich, kdy se zcela normalizovaly veSkeré nalezy.
Pivodcem obtizi byl Mravenec difevokaz- Campotonus ligniperda, z celedi
Formicidae.

Komentar: vyskyt nefrotického syndromu po pokousani mravenci je raritni
a Vv literatute jsme nasli pouze jednu citaci z roku 1990 (Swanson et al.)

Tato kasuistika popisuje 3 letého chlapce sedémy v obliceji, genitdlu a
koncetinach, které se objevily asi 2 tydny po pokousani mravenci druhu "fire ants"
(Solenopsis invicta).Dit¢ bylo 1é¢eno steroidy a objevila se rychla remise, 3 roky
pozdéji byl pii kontrole chlapec zcela v poradku.

Pro z4jemce uvadime webovou stranku, kde je rozséhly ¢lanek o mravencich “fire
ants”, ktefi se rozsifili v jihovychodnich staitech USA a byli importovani z Jizni
Ameriky. Zacinaji byt zdravotnickym problémem (hypersensitivita, sekunddrni
infekci po postipani, neurologické komplikace, dokonce exity!

Doufejme jen, e Evropa a Ceskd republika zistanou zatim tdchto problémi
uSetfeny...

Swanson GP et al: Nephrotic  syndrome  associated  with ant  bite.
Tex Med. 1990 Mar;86(3):39-41. Review. Erratum in: Tex Med 1990 Sep;86(9):121

Ronald P Rapini: Fire Ants Bites- see the http://www.emedicine.com/derm/topic607.htm
(updated March 9, 2005

E-mail address: ludek.ryba@uo.hospital.cz
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ANT BITE AS A CAUSE OF SECONDARY NEPHROTIC SYNDROME IN A5 YEARS OLD
BOY

Ryba Ludék, MatéjekTomas
Department of Pediatrics, District Hospital Usti nad Orlici, Czech Republic

Case Report:

A boy, five years old, was injured by several forest ants (Campotonus ligniperda).
Petechiae and swelling of extremities occurred after two days. The urine examination
revealed a significant proteinuria and further examinations fulfilled the criteria for
diagnosis of secondary nephrotic syndrome with oliguria, hypertension and
progressive oedema.

Standard treatment of nephrotic syndrome (prednisone orally 2 mg/Kg of b.w. daily
was introduced and prolonged tapering the steroids until 5 months.

After this time all pathological findings- including proteinuria, hematuria,
leukocyturia and cylindriuria disappeared and the boy is free of any treatment.

Comment: the occurrence of nephrotic syndrome due ants bite is extremely rare.
According to our best knowledge, there is only one report published in 1980
(Swanson). He reported a 3-year-old child with facial and extremities edema
approximately 2 weeks after being stung on the legs, scrotum, and penis by "fire
ants" (Solenopsis invicta). Nephrotic syndrome occurred and was treated with
steroids nad the the edema rapidly disappeared. Follow-up 3 years after his
hospitalization showed no recurrence of nephrotic syndrome.

An extensive review on ants bites is given recently by Rapini et al (2005) and it is
to be find on the website displayed below. Also in this case the ant species
Solenopsis invicta and related species named as fire ants are responsible for stings in
more than one half of the population in endemic areas (Southeast of USA). They
cause a variety of medical problems, including increasing numbers of
hypersensitivity reactions, secondary infections, neurologic complications, and even
death! Hoping we will not encounter this problem in Europe during the next years,
including the Czech Republic!

Swanson GP et al: Nephrotic  syndrome  associated  with ant  bite.
Tex Med. 1990 Mar;86(3):39-41. Review. Erratum in: Tex Med 1990 Sep;86(9):121

Ronald P Rapini: Fire Ants Bites- see the http://www.emedicine.com/derm/topic607.htm
(updated March 9, 2005

E-mail address: ludek.ryba@uo.hospital.cz
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BIOPSIE LEDVIN U DETI SE STEROID-DEPENDENTNIM NEFROTICKYM
SYNDROMEM

Skalova S*, Geier P*
Détska klinika FN a LF UK Hradec Kralové®
Détska klinika FN a LF UP Olomouc?

Cil prace: zjistit, zda renalni histopatologické nalezy u déti se steroid-
dependentnim syndromem (SDNS) maji vztah ke klinickému a laboratornimu
obrazu a k prognoze onemocnéni.

Pacienti a metody: v letech 1999-2003 byla biopsie ledvin provedena u 18 déti se
SDNS. Primérny veék déti v dobé diagndzy nefrotického syndromu byl 6.1 rokt
(1.6 — 13.7 rokd), v dob¢ renalni biopsie 9.4 rokd (2.8 - 17 roka). Klinické
symptomy a laboratorni vysetieni svédCily pro minimal change disease (MCD).
Zavislost na steroidech byla definovéna jako dva po sobé jdouci relapsy pti 1é¢bé
Prednisonem nebo relaps do 14 dnu od jeho vysazeni. Bioptické vzorky byly
reprezentativni (>10 glomeruld) a byly hodnoceny erudovanym patologem. Po
biopsii ledvin byli vSichni pacienti 1éceni cyklofosfamidem.

Vysledky: histologicky nalez byl hodnocen u 13 déti jako MCD a u 5 jako IgM
nefropatie. Standardni 1é¢ba cyklofosfamidem dle APN trvala vzdy 12 tydnd.
Béhem dalsiho sledovani bylo 14 pacienti (10x MCD, 4x IgM nefropatie) v remisi
trvajici déle nez 1 rok, 2 pacienti (2x MCD) mé¢li ojedinély relaps a 2 pacienti (1x
MCD, 1x IgM nefropatie) se stali opét zavislymi na steroidech.

Zavér: U déti se steroid-dependentnim nefrotickym syndromem pozdéji 1é€enych
cyklofosfamidem jsme nezjistili vztah mezi renalnim histopatologickym nalezem,
klinickym a laboratornim obrazem a prognézou. Domnivame se, ze provedeni
renalni biopsie u téchto déti ptred zahajenim 1écby cyklofosfamidem neni nutné.
Zavér:

Nase nalezy potvrzuji klinickou zkuSenost, ze odpovéd’ na steroidy je hlavnim
determinantem dal$iho pribéhu nefrotického syndromu a Ze Casté relapsy samy o
sobé nejsou indikaci pro rendalni biopsii..Také u naSich pacientli se SDNS jsme
nenasli zddny vztah mezi histologickymi nélezy pii renalni biopsii versus klinické
a laboratorni nalezy a prognoza dalsi zavislosti na steroidech. Mizeme tedy
potvrdit ptfedchozi zpravy, Ze u pacienti se SDNS je moZno zahajit lécbu
cyklofosfamidem

bez ptedchozi biopsie.

Webb NJ et al: Childhood steroid-sensitive nephrotic syndrome: does the histology matter? Am J
Kidney Dis. 1996 Apr;27(4):484-8.

Staderman NB et al: Is biopsy required prior to cyclophosphamide in steroid-sensitive nephrotic
syndrome? Clin Nephrol. 2003 Nov;60(5):315-7




RENAL BIOPSY IN CHILDREN WITH STEROID-DEPENDENT NEPHROTIC
SYNDROME

S.Skalova, P.Geier”
Department of Paediatrics, University Hospital, Charles University, Hradec Kralové
Department of Paediatrics, University Hospital, Palacky University, Olomouc?

Aim of the study:

The primary objective was to evaluate relationship between histopathological results of
renal biopsy samples versus clinical and pathological findings and overall prognosis in
children with steroid-dependent nephrotic syndrome (SDNS).

Patients and methods:

18 children with steroid-dependent nephrotic syndrome, the renal biopsy
performed between 1999-2003. The mean age of our patients at the time of the first
NS- diagnosis was 6.1 y (range 1.6-13.7y), the time of the renal biopsy 9.4 y
(range 2.8-17 y). The clinical symptoms and laboratory results fulfilled the
criteria of minimal change disease (MCD). Steroid-dependency was defined as two
consecutive relapses in the course of prednisone therapy or relapse within 14 days
after the cessation of  prednisone treatment. AIll bioptic samples were
representative (>10 glomeruli/sample) and were evaluated by an experienced renal
pathologist.

Results:

The histological evaluation revealed MCD in 13 patients, but IgM nephropathy in
5 patients. Standard cyclophosphamide therapy lasted 12 weeks. During the
follow-up, 14 patients (MCD, n=10; IgM nephropathy, n =4) remained without
relapse more than one year, 2 patients (MCD) had sporadic relapse, while 2
patients (MCD, n=1; IgM nephropathy, n=1) became steroid-dependent again.
Conclusion:

Our own findings support the impression of many clinicians, that steroid
responsiveness is mostly the major determinant of further course of nephrotic
syndrome and that the frequent relapses alone are not an indication for renal
biopsy. Also in our patients with steroid-dependent nephrotic syndrome we haven't
found any relationship between renal histopathology vs. clinical and laboratory
findings and prognosis of future steroid dependency in children. Herewith, we can
confirm the previous reports that renal biopsy prior to commencement of the
cyclophosphamide therapy is not mandatory in this group of pediatric patients.

Webb NJ et al: Childhood steroid-sensitive nephrotic syndrome: does the histology matter?Am J
Kidney Dis. 1996 Apr;27(4):484-8.

Staderman NB et al: Is biopsy required prior to cyclophosphamide in steroid-sensitive nephrotic
syndrome? Clin Nephrol. 2003 Nov;60(5):315-7

E-mail Sylvy prosim doplnit:




OD HYPERTENZE K HYPERPARATYREOZE

S. Skalova, D.Neumann
Détska klinika FN a LF UK Hradec Kralové

16-lety chlapec byl vySetfovan pro nahodné zjisténou hypertenzi potvrzenou 24-
hodinovym monitorovanim krevniho tlaku a kardiologem vyhodnocenou jako hypertenze
esencialni. Lécebné byl po dobu 8 mésicti poddvan beta-blokator a pfi této terapii doslo k
upravé krevniho tlaku. Pfi ultrazvukovém vysSetfeni uropoetického traktu bylo patrné
setielé kortikomedularni rozhrani ledvin a pacient byl odeslan do nefrologické poradny.
Vysetfeni sérovych koncentraci sodiku, drasliku, chloridli, mocoviny, kreatininu, hormont
Stitné zlazy a nadledvinek a echokardiografie pfineslo fyziologické vysledky. Na EKG
byla patrna sinusova bradykardie. Pfi ultrazvukovém vySetfeni bfisni dutiny byly
zobrazeny nadledvinky a ledviny normalnich rozmért, nalez na ledvinach svédcil pro
nefrokalcinézu. Dal§im biochemickym vySetfenim byla zjisténa hyperkalcémie (S-Ca
4.13 mmol/l, norma  2.17-2.65), hyperfosfatémie (S-P 1.8 mmol/l, n 0.7-1.5),
hyperkalciurie (0.13 mmol/kg/24h, n 0.03-0.10) a vysoka hladina parathormonu v séru (S-
PTH 44 pmol/l, n 1.0-7.5). Vyjma hypertenze nebyly u pacienta patrny jiné klinické
projevy hyperkalcémie. Po intravenoznim poddni 60 mg pamidronatu a aplikaci
furosemidu doslo k poklesu kalcémie na 3.2 mmol/l, ktera dale ztstala v rozmezi 3.1-3.3
mmol/l. ®*Tc-MIBI scan svédgil pro adenom pravého dolniho piistitného t&liska, ktery byl
téz patrny pfi ultrazvukovém vysetfeni krku. Doplitujicim vySetfenim byla zjisténa vyssi
hladina S-prolaktinu, coz vedlo k podezfeni na MEN-I , ale vysledek magnetické
rezonance mozku nesvédCil pro expanzi v oblasti hypofyzy, rovnéz nebyly znamky
tumoru pankreatu. Adenom priistitného téliska byl chirurgicky odstranén 30 dni po
farmakologické korekci hyperkalcémie. Po operaci byla zaznamenana hypokalcémie 1.89
- 2.08 mmol/l s parestéziemi. Stav byl zvladnut peroralnim dennim podavanim 1500 mg
kalcia a 1998 IU vitaminu D po dobu 5 tydnil. V [é¢bé sekundarni hypertenze byl vysazen
atenolol a podan ramipril. V soucasné dobé je pacient 6 mésicti po operaci, hodnoty S-
PTH a S-Ca jsou v norm¢, stejn¢ jako hodnoty krevniho tlaku, nadale uziva ramipril 2.5
mg I1x denné. Uvedend kazuistika upozornuje na jednu z moznych pfic¢in sekundarni
hypertenze - hyperkalcémii pii hyperparatyreze. Na tuto moznost se zatim bohuzel pfilis
nepomysli, ackoliv hypertenze byva dle literarnich udaji pfitomna azu 40% pacienti s
primarni hyperparatyre6zou. Zavér: U mladistvych pacientd s hypertenzi nejasného
puvodu je tieba vysettit kompletni mineralogram a komplexn¢ posoudit zdravotni stav.




FROM HYPERTENSION TO HYPERPARATHYROIDISM

S.Skalova, D.Neumann
Department of Paediatrics, Medical Faculty Teaching Hospital, Charles University, Hradec Kralové

16-year old boy was diagnosed as having essential hypertension, this being verified by a 24-
hour blood pressure monitoring. The hypertension was successfully treated by cardiologist
with beta-blocker for 8 months . At the ultrasonography of the kidney, poor corticomedullar
differentiation was apparent. Therefore, the patient was referred to a nephrologist. The
evaluation of serum levels of sodium, potassium, chlorides, urea, creatinine, and thyroid
and adrenal hormones yielded normal results together with normal echocardiography. Sinus
bradycardia was apparent on ECG. The abdominal ultrasound revealed normal anatomy of
the adrenal glands and normal size of the kidneys with nephrocalcinosis. Additional
biochemical evaluation revealed hypercalcaemia (S-Ca 4.13 mmol/L, normal values 2.17-
2.65), hyperphosphataemia (S-P 1.8 mmol/L, n 0.7-1.5), hypercalciuria (0.13 mmol/kg/24h,
n 0.03-0.10) and high serum concentration of parathyroid hormone (S-PTH 44 pmol/L, n
1.0-7.5). Apart from hypertension, there were no other clinical signs of hypercalcaemia. The
intravenous application of pamidronate (60 mg) and furosemide treatment resulted in a
drop in calcaemia (3.2 mmol/L), which remained in the 3.1 -3.3 mmol/L range. The *Tc-
sestamibi scan revealed parathyroid adenoma of the right inferior gland, which was also
visible by ultrasound examination. Mildly elevated level of S-prolactin pointed to the
diagnosis of MEN-I, however magnetic resonance imaging of the pituitary gland was
normal, neither were there any morphological or biochemical signs of pancreatic islet cell
tumors. Parathyroid adenoma was surgically removed 30 days after the pharmacological
correction of calcaemia. In the postoperative course, hypocalcaemia (1.89 - 2.08 mmol/L)
with paresthesias occurred, this being successfully managed by daily oral application of
1500 mg of calcium and 1998 IU of vitamin D. Atenolol was replaced by another
antihypertensive agent, ramipril (2.5 mg QD). Currently, the patient is 6 months after the
surgery. The S-Ca and S-PTH are within reference ranges, same as the blood pressure.
Hypercalcaemia in hyperparathyroidism can be a cause of hypertension. Unfortunately, this
possibility is underestimated, in spite of the fact that hypertension might occur in 40%
patients with primary hyperparathyroidism. In conclusion, juvenile hypertension needs to be
throughly assessed, including complete evaluation of serum minerals.




CHRONICKE SELHANI LEDVIN U DETI V CESKE REPUBLICE
V ROCE 2004.

Eva Simkova, J. Dugek, J. Kreisinger, T. Seeman, K. Vondrak, P. Dvotak, J. Janda, ****J Spatenka,
*Z.Dolezel, **M.Hladik. Pediatricka klinika FN v Motole, *II.détska klinika Brno, **Détska klinika
Ostrava, ****Transplantacni centrum FN Motol

Jako kaZdorocné prezentujeme aktuilni incidenci a prevalenci chronického
selhani ledvin (CHSL= kone¢né stadium poruchy funkce ledvin, End Stage
Renal Disease=ESRD) a nahrady funkce ledvin (RRT=Renal Replacement
Therapy) u déti do 18 let v CR. Data byla ziskina z détskych dialyzaénich
center v Praze, Ostravé a Brné.
Vysledky:
1. incidence novych pripadi ESRD: v roce 2004 byla dialyza¢ni
1é€ba zahdjena pouze u 8 déti, ztohou 3 déti PDau 5 HD.
2. prevalence CHSL/RRT(pocet ptezivajicich pacienti 1é¢enych
dialyzou nebo po Usp&sné transplantaci): k 31.12.2004 bylo v CR
léCeno celkem 53 déti, z nich 43 po uspé$né transplantaci
ledviny (TxL), 6 déti lé¢eno peritonealni dialyzou (PD) a 4
déti 1é¢eny hemodialyzou (HD)..
3. transplanta¢ni aktivita: celkem bylo v roce 2004 u déti
provedeno 9 kadaverdéznich TxL a jedna TxL od Zivého
darce, exitoval jeden pacient 1éceny RRT.
4. incidence a prevalence — statistika: podle udaji Ceského
statistického ufadu bylo v CR k 31.12. 2004 celkem 10.2 miliénu
obyvatel, z toho 2.0 miliony déti do 18 let., z toho pak plyne, ze
a) incidence novych pripadi selhani ledvin vyZadujicich
RRT u jedinci do 18 let byla v CR v roce 2004 celkem 4
pmcp (per million children population), tj. 4/1 milion
détské populace.
b) prevalence CHSL/RRT u jedincu do 18 let v roce 2004
byla 26.5 pmcp.
Komenta¥: neni stale upIné jasné, pro¢ je v CR incidence CHSL
u déti poloviéni nez v zapadni Evropé (okolo 7 pmcp), rep.
v USA (tam az 10/pmcp.) Pocet jedinct 1é€enych v poslednich
letech v CR v integrovaném dialyzagné-transplantaénim
programu trvale mirn€ stoupd (vroce 1999 u déti do 18 let
19.5/1pmcp, vroce 2003 25.2/1 pmcp, zistava ale stale nizsi
neZ v okolnich statech. Diivodem mulze byt mensi pocet déti
zatfazovanych v kojeneckém/batolecim véku, ale 1 etické a
nabozenské divody. V kazdém piipadé jsme v CR schopni
poskytnout nahradni 1écbu vSem pacientim, ktefi jsou k ni
indikovani.
Podpofeno Vyzkumnym zimérem FNM MZO 00064203/6906




RENAL REPLACEMENT THERAPY IN CHILDREN
CZECH REPUBLIC IN 2004.

E.Simkov4, J. Dusek, J. Kreisinger, T. Seeman, K. Vondrak, P. Dvoiak, J. Janda, *Z.DoleZel,
**M.Hladik,
Pediatricka klinika FN v Motole, *II.détska klinika Brno, **Détska klinika Ostrava

The report reviews the prevalence and incidence of chronic renal failure (CRF)
in children in the Czech Republic (CZ). Data of children with CRF were
provided from three paediatric dialysis centres (Prague, Brno and Ostrava).
Results: by the end of 2004 altogether 53 patients under 18 years had

been identified as having CRF. Of these 42 had do survive after

successful renal transplantation, 4 were treated by haemodialysis

HD) and 6 by peritoneal dialysis (PD).

In 2004 renal replacement therapy (RRT) had been commenced in 8 children, in 3
the PD was used as the a first choice of RRT and HD was selected for the other 5 patients. In
total 19 children had been dialysed over the course of 2004. Dialysis had been performed
following successful renal transplantation, some 9 cadaver renal transplantations and 1
living related transplantation having been carried out. 1 child died on RRT in 2004.

The prevalence of RRT in children under 18 years old was 26,5 per million child
population and 5,2 per million whole Czech population. The incidence of RRT was 4 per
million of child population and 0,8 per million of total whole CZ population. The prevalence
and incidence of RRT in children in the CZ has not changed significantly in comparison with
previous years findings, and in general the rate of incidence has remained lower than that
evidenced in the surrounding EU countries.

Conclusions: RRT remains a routine treatment for children with
CRF in the CZ; the aim of RRT is to ensure successful renal
transplantation.

Supported by Research Project FNM MZO 00064203/6906




VYSKYT VYBRAN)’(CH TYPU VROZENYCH VAD LEDVIN U
NAROZENYCH V CR V OBDOBI 1996 - 2003

Antonin Sipek /UPMD Praha, Vladimir Gregor / FTN, Praha, Jiii Horaéek / FTN, Praha, Dana
Magatova /UZIS, Praha, Lenka Petrzilkova / UZIS, Praha

Cil studie: Prezentace vybranych typd vrozenych vad ledvin v Ceské republice
V obdobi 1996 az 2003. Analyza incidenci téchto vad v jednotlivych skupinach podle
diagn6z a pohlavi.

Typ studie: Retrospektivni demograficko-epidemiologicka studie.

Materidal: V praci byla pouzita data z celorepublikové registrace vrozenych vad u
narozenych déti vedené v Ustavu zdravotnickych informaci a statistiky Ceské
republiky za obdobi 1996 — 2003 a udaje o prenatalni diagnostice téchto vrozenych
vad v CR v obdobi 1996 - 2003.

Metodika: Epidemiologicka analyza incidenci agenéze/hypoplazie ledvin, cystickych
ledvin a hydronefrézy u ptipadii prenatdlné diagnostikovanych a u narozenych déti.
Byla provedena matematicka analyza incidenci podle pohlavi a jednotlivych diagnéz.

Vysledky: V CR bylo v ndami sledovaném obdobi registrovino 729 205 narozenych
deti, z tohoto poctu bylo 25 687 déti narozenych s vrozenou vadou. Z toho byla
diagnostikovana jednostrannad agenéze ledviny v 164 pripadech, oboustrannd v 16
pripadech. Hypoplazie ledvin byla ve 32 pripadech jednostrannd a v 10 pripadech
oboustranna. Ve 125 pripadech byla diagnostikovana polycystoza ledvin a v 867
pripadech vrozena hydronefroza.

Zavér: V nasi praci byly stanoveny aktudlni etnosti vybranych vrozenych vad
ledvin v Ceské republice za obdobi 1996 — 2003. Pozitivni prenatdlni diagnostika
miiZe byt diitvodem k pied¢asnému ukonceni gravidity v piipadech oboustranné
agenéze ledvin autosomdlni recesivni polycystozy nebo dalSich zavazZnych
vrozenych vad -nefropatii/uropatii, samoziejmé vidy po dohodé s téhotnou a jeji
rodinou.

Prace byla podporovana Grantem IGA MZ CR NJ / 7516-3




INCIDENCE OF SELECTED TYPES OF RENAL CONGENITAL
ANOMALIES IN BIRTHS IN THE CZECH REPUBLIC (1996 — 2003)

Antonin Sipek /UPMD Praha, Vladimir Gregor / FTN, Praha, Jiti HoraCek / FTN, Praha, Dana
Magatova /UZIS, Praha, Lenka Petrzilkova / UZIS, Praha

The aim of the study: Presentation of the incidence of selected types of congenital
anomalies in the Czech Republic in 1996 — 2003 period. Analysis of the incidences
of the defects in different groups by sex and by diagnosis.

Material: In the investigation we used the data from the countrywide registration of
birth defects, kept in the Institute for Health Information and Statistics of the Czech
Republic, as well as the data on the prenatal diagnosis of these birth defects in the
same period.

Methods: Epidemiological analysis of the incidences renal agenesis and hypoplasia,
cystic kidneys and congenital hydronephrosis diagnosed prenatally and postnatally.
Mathematical analysis of the incidences of these defects by sex and by diagnosis.
Results: In the Czech Republic 729 205 births in total were recorded in this period.
Of this total number 25 687 births with congenital anomaly were recorded. Renal
anomalies were found in following figures: unilateral renal agenesis in 164 cases,
bilateral renal agenesis in 16 cases, unilateral renal hypoplasia in 32 cases, bilateral
renal hypoplasia in 10 cases. The polycystic kidneys and congenital hydronephrosis
were recorded in 125 and 867 cases respectively.

Conclusion: In this study the actual incidences of the selected renal anomalies in the
Czech Republic during 1996 — 2003 period were determinated. The positive prenatal
diagnosis may become a reason for the pregnancy termination in case of bilateral
renal agenesis, autosomal recessive polycystic kidney disease and other severe
anomalies, of course, always after detailed information and agreement of the
families.

Supported by Grant Project IGA MZ CR 7516-3




I’J§K{&Li METODY ABPM U KOJENCU, BATOLAT A PREDSKOLNICH
DETI

IT. Sulakova, I.Kacifova, “A. Bosakova, “M. Grundmann
"Klinika d&tského lékaistvi a *Ustav farmakologie FNsP Ostrava a ZSF OU

ABPM (24-hodinové ambulantni monitorovani krevniho tlaku) se i v pediatrii stava
rutinnim vySetfenim. U malych déti ale zatim nejsou vétsi zkuSenosti, chybi i normy
pro vékové skupiny 0-6 let a a v tomto véku méfeni prinasi technické problémy.
Cilem nasi studie bylo posoudit vhodnost techniky ABPM u kojencu, batolat a
piedskolnich déti.

Soubor, metoda: ABPM jsme vysettili 18 déti, 11 chlapct, 7 dévéat < 6 let veku.
Indikaci k vysSetieni bylo onemocnéni ledvin s proteinurii a/nebo s ptedpokladanou
nebo prokazanou hypertenzi. Sedm déti bylo pii prvnim vySetfeni bez lécby
antihypertenzivy. K méfeni byly pouzity dva pfistroje: SpaceLab ATK 90217(11
pacientll) a Pulseware 4.61(7 pacienti). Bylo provedeno celkem 51 vySetfeni
(prameér 2.83/pacienta). Za adekvatni byl povazovan alespon 20 hod. zdznam se 40%
uspésnosti méteni. SnaSenlivost metody u déti byla hodnocena pomoci dotazniku
vyplnéného rodici, Skala hodnoceni byla 1 az 4, kde 1= vybornad sndSenlivost, 4=
nesnaseni pfistroje.

Vysledky: vék pacientd pii 1. vySetfeni byl (primér, min., maximum) 3.96+1.7
(0.33, 6) let, vyska 100.16+16.68 (66, 24) cm, hmotnost 16.8+5.72 (6.82; 26.5) kg.
Primér obvodu paze byl 15.65 (12-20)cm, k méfeni byla pouzita manzeta 7 cm.
Systolicky TK [sTK] ve dne byl 102 + 10 (84, 117), v noci 97 + 10 (80-112) mmHg.
Denni diastolicky TK [dTK] byl 62 + 10 (47, 79), no¢ni 55 + 10 (44, 79) mmHg. U
12 déti byl zaznamenan spanek pies den a jejich kiivka méla 4-fdzovy charakter.
Primérny vék tdchto déti byl 3.29 + 1.7 (0.33, 6) let. Sest déti mélo 2-fazovou kiivku
a jejich praimérny vek byl 5.31 + 0.49 (4.75, 6). Ctyifazova kiivka byla vyznamné
Cast&jsi u mladsich déti (p=0.002). Sest d&ti mélo zachovany pokles TK ve spanku. U
11 déti pti normalnich hodnotach primérného TK chybél v noci pokles sTK, z toho 2
déti mély inverzni kiivky, u 7 déti pokles dTK a 2 kiivky byly inverzni. Primérny
pokles sTK byl 3.77+9.07 (-26.13; 15.78), dTK 9.9+8,38 (-6.78, 25.37) %. Pouze u 1
ditéte jsme zaznamenali nedostate¢ny pokles sTK a dTK ve smyslu inverzni kiivky
v dobé odpoledniho spanku. Pramérny odpoledni pokles sTK 15.19+ 9.8 (-2,59;
26.12), dTK 20.23+15 (-6,66; 38,96) %. Usp&snost méfeni v souboru byla 68+14
(45, 92) %. U déti s 4-fazovymi kiivkami 62+12%, s 2- faizovymi kiivkami 81+9%,
p= 0,005. SnaSenlivost pfistroje byla dobrd u vSech vySetfovanych déti, dle
skorovaciho systému pro den 1.52+0,69, pro noc 1.35+0.58 bodu, bez vyznamného
rozdilu mezi détmi s 4- a 2- fazovymi kiivkami. Zavér: 1 u velmi malych déti lze
dosédhnout dostatecného poctu namétenych hodnot nutnych pro Gspésné vyseteni a
zhodnoceni ABPM. Snésenlivost metody je dobra ve vSech vékovych skupinach. Pro
niz8i vékové skupiny jsou typické spiSe 4- tazové kiivky a pfi hodnoceni tlaku je
S nimi nutno pocitat. V urcitych piipadech by ptehlédnuti odpoledniho spanku mohlo
vést ke zkresleni dennich primér TK.




DIFFICULTY of ABPM in INFANTS, TODDLERS and PRESCHOOL
CHILDREN

IT. Sulakova, I.Kacifova, “A. Bosakova, “M. Grundmann
'Dptm. of Pediatrics and 2Institute of Pharmacology FNsP Ostrava and ZSF OU

24-hour ambulatory blood pressure monitoring (ABPM) is very suitable to diagnose and
monitor the hypertension of "all" age groups. With small children there has not been enough
experience with this technology and measuring brings some problems, e.g. lack of standards
for the age groups 0 to 6 and technical problems of implementation. The aim of the work is
to consider the appropriateness of the ABPM technology with children under 6.

Patients, methods: ABPM was examined in18 children (11 boys, 7 girls). Indication for the
examination was a nephropathy with proteinuria and/or with supposed or already proved
hypertension. Altogether 51 examinations have been performed (mean = 2.83/patient). Seven
children were not treated with antihypertensives during the first examination. Two devices
for ABPM were used: SpaceLab ATK 90217 /Pulseware 4.61 (11/7 patients). At least a 20-
hour record with 40% of succesful measurements was considered as satisfactory. The
compliance of children/parents was evaluated by means of a questionnaire (completed by
parents). The range of the evaluation was from 1 to 4, i.e. 1 = adaptation to ABPM very well
and 4 = adaptation not achieved.

Results: the age of the patients during the first examination was 3.96+1.7 (0.33- 6), height
100.16+16.68 (66-124) cm, weight 16.8 +5.72 (6.82-26.5) kg. The average arm
circumference was 15.65 (12—-20) cm, a 7 cm cuff was used. The systolic BP[sBP] during the
day was 102+10 (84, 117), and at night 97+10 (80-112) mmHg. The daily diastolic BP [dBP]
was 62+10 (47, 79), and the nightly BP was 55+10 (44, 79) mmHg. In 12 children sleep was
recorded during the day and the curve had a 4-phase character. The mean age of the children
was 3.29 + 1.7 (0.33, 6.00). 6 children had a 2-phase curve and their mean age was 5.31 +
0.49 (4.75- 6). We found the 4-phase curve more frequently in the younger children
(p=0.002). Six children kept the decrease of BP during their sleep. Eleven children revealed
no sBP decrease during the night while having normal values of mean BP. Excluding this
group, 2 children had inverse curves, 7 had a decrease of dBP, and 2 curves were
inversive.An average decrease of sBP was 3.77+9.07(-26.13; 15.78), dBP 9.9+8.38 (-6.78;
25.37) %. Only 1 child had an insufficient decrease of sBP and dBP in terms of the inversive
curve during the afternoon sleep. The mean of afternoon sBP -decrease was 15.19+ 9.8 (-
2.59; 26.12), dBP 20.23+15 (-6.66; 38.96) %. Altogether 68+14 (45. 92) %. measurement
have been completed succesfuly. In children with the 4-phase curves 62+12%, and the 2-
phase curves 81+9%, p= 0.005. The adaptation to the device was generally good -according
to the score system for a day 1.52+0.69, and for a night 1.35+0.58 without a significant
difference between children with the 4- vs. 2-phase curves.

Conclusion: even in infants and toddlers it is possible to achieve a sufficient number of
measured values with good adaptation to ABPM. The 4-phase curves that are typical for
lower age groups are more frequent and it is necessary to take this fact in account while
evaluating the ABPM results..




FSGS - AKTUALNE

T. Sulakova, A. Bosakova
Klinika détského 1ékaistvi FNsP Ostrava

Nejcastéjsi formou nefrotického syndromu (NS) u déti mezi 1. rokem a dospélosti
jsou podle studii ze 70. let (ISKDC) minimalni zmény (MCD), které v zavislosti na
véku odpovidaji za 60-90% biopticky ovéfenych piipadl idiopatického NS.
Nasleduje FSGS (primarni forma), ktera tvoii 7-10% bioptickych nalez. Od
zaCatku devadesatych let se zda byt zjevné, Ze prevalence téchto dvou forem se
zmeénila. Studie v dospélé populaci , ale i u déti, z anglosaské oblasti popisuji dvoj-
az troj- nasobny narust relativni frekvence FSGS a pokles MCD zejména u
Afroameri¢and. Néktetfi autofi vSak upozoriiuji, Ze tento vzestup frekvence nemusi
platit pro jiné populace, resp. Evropu.

V posledni dobé se ma za to, Ze patofyziologie FSGS zacina v glomerulu a souvisi
s poskozenim podocyt. V tomto smyslu bylo identifikaci n€kterych podocytarnich
proteini a jejich mutaci dosazeno velkého prilomu. Tyto genetické mutace byly
prokazany nejen v ptipadé familiarniho vyskytu, ale také u sporadickych ptipadi NS.
Jmenovité se jednd o mutaci genu NPHS1 pro nefrin (19q13.1) - kongenitalni NS
Finského typu, mutaci NPHS2 pro podocin (1925-31) - steroid rezistentni NS typu 1
(ob¢ formy autosomalné recesivné dédi¢né), mutaci genu ACTN4 pro o-aktinin-
4(19q13) a mutace lokusu 11921-g22 - steroid rezistentni NS s autosomalné
dominantni dédi¢nosti. Objeveni téchto genetickych markerd vedlo k intenzivnimu
hledani familiarnich forem FSGS, které jsou pravdépodobné mnohem castéjsi nez se
puvodné piredpokladalo. Zda se, ze rekurence FSGS po transplantaci ledviny je
Vv pfipadé€ familiarnich forem neobvykla.

Doposud neexistuji ani u déti ani u dospélych zadné specifické 1é¢ebné protokoly
pro FSGS. 25% déti s NS na podkladé FSGS a 20-30% dospélych je
kortikosenzitivnich a jejich prognoza co se tyce renalnich funkei je pfizniva.
VétSina kortikorezistentnich pacienti progreduje do ESRD. Odpovéd’ na
vysledek 1é¢by alkyla¢nimi latkami a Cyklosporinem A zavisi vice na predchozi
odpovédi na steroidy nez na histologickém nalezu. Kombinace Cyklosporinu A a
kortikosteroidu vsak signifikantné zvySuje efektivitu Cyklosporinu. U pacienti,
kteri nedosahli remise pii1é¢bé Cyclosporinem bylo popsano uspé$né pouziti
Takrolimu, Sirolimu a Mykofenolat mofetilu. Stran 1écby tak zistava
steroidrezistentni forma FSGS nejproblémovéjsi formou onemocnéni.




FSGS — PRESENT SITUATION

T. Sulékova, A. Bosékova
Pediatric Department, FNsP- University Hospital Ostrava

According to the studies performed in the 70s (ISKDC), the most frequent form of
the nephrotic syndrome (NS) in the children aged 1 through adulthood are minimal
changes (MCD) which, based on the age, account for 60 to 90% biopsy proved cases
of the idiopathic NS. The next form is FSGS (primary form), which accounts for 7 to
10% of the bioptic findings. It has been obvious since the beginning of the 90s that
the prevalence of these two forms has changed. The studies performed with the adult
population as well as children from the Anglo-Saxon areas describe from double to
triple increase of the relative frequency of FSGS and decline of MCD especially with
Afro-Americans. However, some authors point out that this increase of incidence
may not apply to other populations or Europe.

It has been recently believed that the pathophysiology of FSGS begins in the
glomerulus and is connected with damage of podocyts. A big breakthrough has been
achieved due to the identification of some podocytatic proteins and their mutations.
These genetic mutations have been proved not only in case of the familial incidence
but also with sporadic cases of NS. It is namely the mutation of the NPHS1 gene for
nephrin (19q13.1) — the congenital NS of the Finnish type, the mutation of the
NPHS2n for podocin (1g25-31) — the steroid resistant NS of Type 1 (both forms are
autosomal recessively inherited), the mutation of the ACTN4 gene for a-actinin-
4(19913), and the mutation of the locus 11q21-q22 — the steroid resistant NS with
autosomal dominant heredity. The detection of these genetic markers has led to
intensive searching of familial forms of FSGS which are probably much more
frequent than it was originally supposed. It seems that recurrence of FSGS after a
kidney transplantation is unusual in case of familiar forms.

There have been no specific medical reports for FSGS for either children or adults up
to the present time. 25% of the children with NS based on FSGS and from 20 to 30%
of the adults are steroidsensitive and their prognosis regarding renal functions is
favourable. Most steroid-resistant patients progress to ESRD. The response to the
treatment by means of alkylating substance and cyclosporine A depends more on the
previous answer to the steroids rather than on the histological finding. However,
combining cyclosporine A and steroids significantly increases the effectiveness of
cyclosporine A. Patients treated with cyclosporine A had no remission, however,
there are reports on successful treatment using Tacrolimus, Sirolimus, and
mycophenolate mofetile. Besides treatment the steroid-resistant form of FSGS thus
remains the most troublesome form of disease.




JE HYPOXIE ZPUSOBENA VENOZNI STAZOU JEDNOU Z PRICIN
POSKOZENI FUNKCE VARLETE U VARIKOKELY?

Tichy S.1, Jirousova K.2, Machart M.1
10ddéleni détské urologie Kliniky détské chirurgie 3.LF UK a FTNsP,Praha 4
2Pediatricka klinika ILF UK a FTNsP Praha 4

1. Uvod, cil sdéleni
Varikokela je etiologickym fakrorem infertility u témét 40% neplodnych muz.
Patofysiologie neplodnosti neni stale jednozna¢né zodpoveézena. Mezi faktory
podporujici poskozeni funkce varlete u varikokély patii skrotalni hypertermie pii
peritestikularni stize, zvySeni tlaku refluktujici krve na bazalni membranu zarodecného
epitelu, reflux nadledvinovych metabolitl a hypoxie zplisobend vendzni stazou.
Posledni z téchto teorii ackoliv se zda logicka, neni jednoznacné prijata.
Cilem naSi prezentace je vyslovit se na zaklad¢ vlastnich zkuSenosti k
diskutované otazce-poskozeni testikularni funkce hypoxii, kterd je zptisobena ven6zni stdzou
u varikokély.

2. Material a metodika: autofi prezentuji 20 pacientli ve véku 12-18 r. s levostrannou
varikokelou Illo (dle Hudsona), u kterych béhem operace-mikrochirurgické
varikokelektomie vySetrovali krevni plyny dle Astrupa z levé testikularni zily a nalezy
srovnavali s vySetfenim krevnich plynt z periferni zily.

3. Vysledky: u vsech sledovanych pacientii bylo konstatovano vyznamné snizeni hodnot
pO; u vzorkl z testikularni Zily ve srovnani s periferni zilou. SniZeni bylo piimo umérné
dilataci zil plexus pampiniformis.

4. Zavér:
Autofi ve svém sdéleni prokazuji vyznamné sniZeni hodnot pO, ve vzorcich krve
odebiranych peroperac¢né z levé testikularni Zily ve srovnani se vzorky krve
odebiranych soucasné z periferni Zily. Jejich vysledky podporuji teorii 0 mozném
poskozeni testikularni funkce hypoxii u varikokély. Sdéleni je prezentovano jako
predbézna informace.

Pozn.:

Na Medline jsme nasli jen jednu praci na podobné téma, ktera byla publikovana uz
pred 16 lety, autofi rovnéz vysetifovali krevni plyny ve v. spermatica. Prace byla ale otiSténa
jen v originale v ¢inském Casopisu a abstrakt je jen vlemi struény.

Yan CH: Blood gas analysis of varicocele, spermatic vein and peripheral vein. Zhonghua Wai
Ke Za Zhi. 1989 Jan;27(1):37-8, 62.




IMPAIRED TESTICULAR FUNCTION IN VARICOCELE DUE TO LOCAL HYPOXIA
CAUSED BY VENOUS STASIS ?

Tichy S., Jirousova K., Machart M.

Division of Pediatric Urology, Dptm. of Pediatric Surgery, 3" Faculty of Medicine,Charles
University,Praque,Czech Republic

Dptm.of Pediatrics, 1* Faculty of Medicine,Charles University,Prague,Czech Republic

Introduction:

Varicocele is one of the most common causes of male infertility being responsible
for ca 40% of such cases. It is caused by a varicose vein, and can be reversed
therefore creating fertility. The reason of pathophysiological changes leading to
infertility is not yet unequivocally answered. The factors encouraging the impairment
of the testicular function include scrotal hyperthermia in peritesticular stasis, the
increased pressure in the membrane of the germinative epithel, the reflux of adrenal
metabolites and the hypoxia caused by the venous stasis. The last theory is not
unequivocally accepted.
Aim of our study: to examine the local situation and blood gas analysis in testicular
vein (hypoxia?) during the surgical intervention and its possible impact .

1. Materials and methods: 20 adolescents aged 12 to 18 years with varicocele
grade 11l (scale according to Hudson). The blood gas analysis (classical
Astrup examination) have been performed during the microsurgical
intervention (blood taken from the left testicular vein and compared with a
sample from the peripheral vein.

2. Results: every of observed patients showed a significant difference in the
value of pO; in the blood sample from testicular vein (pO; lower than in the
sample from peripheral blood). The decrease of pO, in the testicular vein
correlated significantly with the dilatation of the plexus pampiniformis.

3. Conclusion: authors demonstrated a significant reduction of pO; in the blood
sample from the testicular vein obtained during the surgery comparing the
blood analysis with peripheral vein. According our best knowledge, it was
only one previous report on this topic (Yan CH) but printed only in a
Chinese medical journal(Yan CH).

Yan CH: Blood gas analysis of varicocele, spermatic vein and peripheral vein. Zhonghua Wai Ke Za
Zhi. 1989 Jan;27(1):37-8, 62.




